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PO-001
The Issue with Chronic Kidney Disease (CKD) Terminology - Narrative
Review
S. Muhammad(1), S. Hussain(2)
(1) The Renal Patient Support Group (RPSG), Bristol, United Kingdom;
(2) London South Bank University (LSBU), London, United Kingdom

a. Objectives
Background: Chronic Kidney Disease (CKD) is classified as a Long Term
Condition (LTC) where reduced renal function is evident; and/ or damaged
kidneys are unable to/ cannot filter blood as per normal physiology. The main
causations are of cardiovascular and morbidity. Aim: To highlight contentions
and provide a narrative review on terminology issues relating to the classifi-
cation and identification of CKD and stages of disease.
b. Methods
Epidemiology: The prevalence of CKD has risen fundamentally; there are
several determinants that need to be tackled particularly those carrying risk
factors of Type II Diabetes, Hypertension and Obesity. CKD Classification
Proposals: Earlier detection would prolong the CKD stage and therefore in-
tervention made at an earlier stage would deliberate the progression of CKD.
c. Results
Ongoing Contentions: Terminology to date is interchangeable, causing confu-
sion when providing patients advice and care, especially newly diagnosed.
CKD stage 3 has two sub-divisions. Having potentially 5 stages of CKD can
somewhat confuse newly diagnosed patients because there is not always a
‘natural’ consensus amongst health professionals and coding. Terms used such
as AKI, ESRD and ARF are just a few mentioned in this paper, all can be
somewhat confusing with respect to stage and classification.
d. Conclusions
Scientists who have knowledge of clinical parameters and specialist understand-
ing should also be involved in future discussions. There needs to be more
leadership and management integrating perspectives. There is still a need to
for patients to know their stage and these need to be accompanied by use of
appropriate terminology, (e.g. Stage 1: Community andAwareness, Stage 2: Pre-
Screening and Health Check, Stage 3: AKI and Monitoring, Stage 4: ADCKD
and Stage 5: ESRD Stage 6: RRT preparation, and Transplant Options).

PO-002
Can Social Media (SM) Reduce Discrimination and Ignorance Towards
Patients with Long Term Conditions (LTCs)? A Chronic Kidney Disease
(CKD) Example in the UK and More Widely
S.Muhammad(1), A. Camilleri - Zahra(2), H. Leicester(3), H. Davis(4), S. Davis(4)
(1) The Renal Patient Support Group (RPSG), Bristol, United Kingdom; (2)

National Commission Persons with Disabilities (NCPD), Malta, Malta,
United Kingdom; (3) Health Informatics and Data Accessibility, One Voice
Coalition for Accessible Information Communication Technology (ICT),,
London, United Kingdom; (4) The Kidney Disease and Renal Support

(KDARS) Group for Young People with Chronic Kidney Disease (CKD),
Cleethorpes, United Kingdom

a. Objectives
Introduction: Long Term Conditions (LTC) are increasing in prevalence and
cost in Western healthcare. Patients with such conditions are often classed as
“disabled”, because of impacts of self-care on “activities of daily life” or
secondary consequences of conditions (impairments) affecting factors such
as mobility, concentration and communications. Disability needs are often
ignored in the design of services and treatment of individuals. It manifests as
services which some find difficult to use and lack of personal respect
(discrimination) often based on lack of understanding by the healthcare pro-
fession itself (ignorance).
b. Methods
Discrimination in the UK is more explicitly defined as distinguishing differ-
ences between treating someone as inferior based on their race, sex, health
background, national origin, age or other characteristics (Sayce 2010). The
importance of discrimination has been transparent for years in terms of the
personal experiences of service users, having devastating effects on personal
relationships, parenting and childcare, education, training, work and housing
(Thornicroft, 2006).
c. Results
One way of improving the awareness of discrimination and ignorance for a
disability or LTC for employers, service users/ providers, policy makers and
health professionals is pointing them to information and resources where they
can gain real experiences and understanding. Support mechanisms now
emerging may go well beyond healthcare, and even beyond kidney problems.
d. Conclusions
Long Term Conditions are growing in prevalence and cost. Failure of
healthcare systems to address these challenges is attributed, in significant
ways, to the discrimination and ignorance of professionals and systems them-
selves, based on the stigma of consequential disability. Two examples, from
CKD, have shown early evidence of genuine benefit for patients and families
through the SM/ Facebook.

PO-003
Comparingbetweenresults andcomplicationsofdoingvoidingcystourethrogram
(VCUG) in the first week fallowing urinary tract infection and in 2-6 weeks
after urinary tract infection in children referring to a teaching hospital
P. Yosefichaijan, A. Pakniyat, F. Dorreh, Shahsavari
Arak University of Medical Sciences, Arak, Iran

a. Objectives
Urinary tract infection is the most common genitourinary disease in children so
about 40% of the children with urinary tract infection suffering from reflux that
caused some consequences such as pyelonephritis and kidney parenchymal
injury. This research was conducted to compare the timing of voiding
cystourethrogram(VCUG) in children with urinary tract infection in first week
and after the first week of urinary tract infection.
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b. Methods
This research is a case – control study that both case and control groups include
208 children from 1 month to 12 years old with the complain of urinary tract
infection .In case group , the VCUGwas performed at the first week of infection
and in control group , the VCUGwas performed after the first week of infection.
c. Results
VCUG was performed in 208 patients in two groups, each include 104 pa-
tients. VCUG complications were significantly lower in the group 2 to 6weeks
(P=0.001). Additionally parental stress level of these group was lower
(P=0.015).For overall, the incidence of reflux in case group was 49.5% and
in control group was 50%. (P=0.9).
d. Conclusions
According to higher grade of stress in parents and complications due to VCUG
at the first week of urinary tract infection suggested VCUG be conducted on
selective patients in the hospital at the first week of urinary tract infection and
during hospitalization.
Performing VCUG at the first week of urinary tract infection does not lead to
an increase in the prevalence of reflux in these patients.

PO-004
Mean Platelet Volume as a diagnosticmarker in childrenwith pyelonephritis.
A. Pakniyat, P. Yosefichaijan, A. Eghbali, M. Rafiei
Arak University of Medical Sciences, Arak, Iran

a. Objectives
Mean platelet volume (MPV) is a determinant of inflammation. The aim of the
present studywas to investigate theMPV levels in children with pyelonephritis
and to evaluate the possible relationship between MPVand febrile UTI.
b. Methods
Patients were divided into two groups according to the presence of pyelone-
phritis and viral gastroenteritis. The pyelonephritis group (A) consisted of 82
patients and the acute gastroenteritis group (B) of 82 patients. Complete blood
count (CBC) parameters were measured at admission. Routine biochemical
tests were performed. Groups are compared according to different parameter.
c. Results
A total of 164 patients were included from inpatient in Amir-Kabir hospital.
Mean platelet volume was lower in group (A) and it was associated with Acute
pyelonephritis (P =0 .003).MPV (6.03 ± 0.26 vs 9.06 ± 0.73) was significantly
lower in the group (A), platelet count (184.09 ± 52.21 vs 219.88 ± 52.31) was
significantly higher in the group (A), and WBC count (13.01 ± 3.43 vs 8.30 ±
1.13) was also significantly higher in the group (A)
d. Conclusions
MPV levels were significantly lower in children with pyelonephritis compared
to controls. MPV can be used as a negative acute phase reactant in children
with febrile UTI.

PO-005
The role of different equations and creatinine clearance in glomerular
filtration rate estimation in children
J. Zganec(1), N. Marcun varda(2)
(1) Medical faculty, University Maribor, Maribor, Slovenia; (2) University
Medical Centre Maribor, Maribor, Slovenia

a. Objectives
There is still a lot of discussion about the methods used for glomerular filtra-
tion rate (GFR) estimation in children. The aim of this studywas to statistically
compare 9 different equations for the estimation of GFR (eGFR) in children
with each other and with creatinine clearance. Investigated serum parameters
were also compared with each other and with the age of included patients.
b. Methods
124 patients admitted to our Department of Paediatrics, were included in the
study. Creatinine clearance was measured according to standard method and
compared with 9 different equations for eGFR. Investigated biochemical pa-
rameters (serum creatinine, cystatin C, urea, inorganic phosphate) were
analysed using basic statistical methods, including two-tailed p value calcula-
tor from the official website of GraphPad Software Inc.

c. Results
The eGRFs given by all investigated equations correlated weakly (r ≤
0.319) with the eGFR given by creatinine clearance, except for the
CKiD Schwartz equation variant for males. Two serum creatinine based
equations, theBedside-Schwartz equation (KDIGO) and the Schwartz equa-
tion (KDIGO) poorly correlated with the 5 serum cystatin C-only equations
(Cystatin C equation (KDIGO), Unnamed cystatin C equation,Zappitelli
equation (cystatin C), Siemens-Hoek equation, Siemens-Arnal equation,the
highest correlation was r=0.405). However, Zappitelli's bivariate equation
(creatinine, cystatin C) showed good correlations with all equations. The
serum creatinine strongly correlated with the age of patients, and the serum
inorganic phosphate showed strong negative correlation with the age as
well.
d. Conclusions
We confirm the results of previous studies that notable differences exist be-
tween serum creatinine-only and serum cystatin C-only equations as well as
between them and creatinine clearance.The best correlations have been found
for Zappitelli's bivariate equation (creatinine, cystatin C).

PO-006
Prevalence of nephrological disorders on the Neonatal ICU
M.A. .S. Cristovam(1), F.S. Lima(1), J.P.P. Câmara(2), A.C.L. Plewka(2), L.F.
Ciupak(2), H.S. Seki(2), F.S. Silva(2)
(1) Western Paraná State University-Cascavel-PR-Brazil, Cascavel-Paraná,
Brazil; (2) Bom Jesus Hospital-Toledo-Paraná-Brazil, Toledo-ParanÁ, Brazil

a. Objectives
This study had as objective to investigate the prevalence of nephrological
disorders of newborns admitted at the Neonatal Intensive Care Unit (NICU)
of Bom Jesus Hospital-Toledo-PR-Brazil
b. Methods
A retrospective observational hospital-based study with newborns admitted
between 2000/April and 2010/August. It was analyzed birth weight, gestation-
al age by Capurro's method and presence of nephrological disorders as main
diagnosis or co-morbidity
c. Results
1551 newborn were admitted during the studied period, of which 44(2.83%) pre-
sented nephrological disorders. Gestational age ranged from 25 to 42 weeks(mean:
36.92 weeks) and the birth weight ranged from 590g to 4800g (mean:2696g). The
most common nephrological disorders were: acute renal failure (ARF) with
32(72.7%) cases, being associated with sepsis in 19(59.4%) cases; hydronephrosis
with four(9.1%) cases and urinary tract infection (UTI) with three(6.8%) cases.
Others nephrological disorders(11.4%) were: ureterocele, bilateral nephrolithiasis,
cystic renal dysplasia, bilateral renal compression, urinary retention and bilateral
ureteropelvic dilatation: one case each. Twenty five newborns died(56.8%), the
most common cause was acute renal failure in 24(96%) of them.
d. Conclusions
The most frequent nephrological disorders were acute renal failure,
hydronephrosis and urinary tract infection. The risk factors for ARF are dehy-
dration, sepsis, hypoxia and administration of nephrotoxic drugs, for
hydronephrosis is ureteropelvic junction obstruction and for UTI included
presence of urinary catheters, sepsis, urinary tract obstruction, neurogenic
bladder and newborn male. The incidence of these disorders is not common,
but once established has unfavorable prognosis, so it is important to be aware
for the risk factors of them. It should be emphasized the importance of pre-
vention and early diagnosis to improve the patient's survival.

PO-007
Acute cardiorenal syndrome in critically ill hospitalised children
A. Mehta, V. Athwani, M. Bhargava, N. Agarwal, S. Nagpure, A. Upadhyay,
R. Yadav
SMS Medical College, Jaipur, India

a. Objectives
Objective was to study incidence, clinical features and outcome in pediatric
cases with cardiorenal syndrome.
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b. Methods
Tertiary care hospital based,observational study.Children 6 mo to 18 yrs of
age, presenting with AKI or acute decompensated heart failure due to cardiac
or other systemic illness were included whereas,children with heart failure due
to large left-to-right intra cardiac shunting or left-sided obstructive lesions and
those without at least two creatinine levels were excluded.Patients presenting
with ADHF were investigated for cause and looked for AKI. Patients with
AKI were clinically assessed for heart failure.Serum creatinine wasmeasured
at admission and at 48 hrs. AKIN criteria was applied.Patients with established
CRS were classified on the basis of 7th ADQI consensus conference report.
c. Results
Among 242 cases 109(45%) were in ADHF group and 133 (55%)were in AKI
group.Male female ratio was 2:1. The median age was 6.69±4.75 yrs.Overall
27.8 % of children developed CRS. (ADHF-27.8% CRS1and AKI-30.1%
CRS3/5).Causes of CRS type 1 included myocarditis (40.7%), congenital
heart disease (25.9%), rheumatic heart disease, dilated cardiomyopathy, ar-
rhythmias and severe anaemia. CRS-3 was caused by acute glomerulonephri-
tis. Etiology of CRS-5was septicemia (53.8%), malaria (23.1%), scrub typhus,
acute gastroenteritis,dengue fever,hemolytic uremic syndrome and tumour ly-
sis syndrome.Mean length of hospital stay was 7.8±4.5days. In ADHF group,
45.45% CRS cases expired , whereas in AKI group25% CRS cases expired.
Overall mortality was 32.84%.Higher AKI stage lead to increased
mortality(P=0.001).An ROC curve plotted for increasing serum creatinine
and mortality indicated a fairly reliable prognostic ability of increasing SCr
to predict death in CRS patients with a sensitivity of 95.5% and specificity of
46.7%.
d. Conclusions
Patients presenting with ADHF or AKI alone should be monitored for
occurance of CRS so that early intervention may reduce mortality.

PO-008
The study of the relationship between common viruses' infections and
kidney injury in children
T. Liu(1), L. Sun(1), Z. Yue(1), X. Jiang(1), Y. Mo(1), H. Wang(2)
(1) The First Affiliated Hospital, Sun Yat-sen University, Guangzhou, China; (2)

Sun Yat-sen Memorial Hospital, Sun Yat-sen University, Guangzhou, China

a. Objectives
To explore the relationship between common viruses’ (CMV, HSV-1, HSV-2
and RBV) infections and kidney injury, and to detect the associated viral
marker proteins in renal tissues.
b. Methods
The relationship between viruses’ infections and different groups of kidney
injurywas analysis by the univariate and multivariate logistic regression. The
expressions of the associated viruses’ marker protein in renal tissues were by
immunofluorescence when available.
c. Results
1. RBV infection was related relevant to the kidney injury in general. After
subdivided by age, RBV infection was relevant to patients under 3 years old.
Besides, RBV infection was relevant to chronic kidney injury group and he-
maturia group.
2. HSV-1 infection was relevant to the total of kidney injuryunder 3 years old
group, chronic kidney injuryunder 3 years old group, non-hematuria under 3
years old group and hematuria under 3 years old group.
3. HSV-2 infection was relevant to acute kidney injury in children under 3
years old.
4. 11 patients with positive HSV-1-IgM and 5 patients with positive RBV-IgM
were detected associated virus marker protein in renal tissues. Granular HSV-1
antigen depositionin glomerular was found in 2 patients, but RBV antigen
deposition was not found in the detected patients.
d. Conclusions
1. RBV infection was a risk factor of kidney injury in children, especially in
children under 3 years old, patients with hematuria or patients with CKI.
2. HSV-1 was a risk factor in children under 3 years old with kidney injury,
CKIï¼' kidney injury with hematuria and kidney injury without hematuria.
3. HSV-2 was a risk factor in children under 3 years old with AKI.

4. HSV-1 antigen deposition in glomerular in a few patients indicated that the
kidney injury in these patients may be caused by HSV-1 infection.

PO-009
Does less aggressive imaging strategy in children with acute pyelonephri-
tis influence the frequency of diagnosis of high-grade vesico-ureteric
reflux?
T. Jarmolinski(1), H. Marciniak(1), B. Pacanowska(2), G. Dudarenko(3), J.
Szczepanik-Boron(4)
(1) Pediatrics, Regional Hospital, Międzyrzecz, Poland; (2) Neonatology,
Children's Hospital, Warsaw, Poland; (3) Radiology, District Hospital „Zdroje”,
Szczecin, Poland; (4) Radiology, Regional Hospital, Międzyrzecz, Poland

a. Objectives
Acute pyelonephritis (AP) used to be the most often indication to voiding
cystouretrography (VCUG) in children. Current guidelines favor less aggres-
sive imaging strategies utilizing ultrasonography (USG) and DMSA static
scan (DMSA) in qualification to VCUG. The aim of the study was to estimate
whether introduction of new imaging strategy based on USG and DMSA
performed before VCUG influenced the frequency of diagnosis of high-
grade vesico-ureteric reflux (VUR) in children with AP.
b. Methods
Two groups of patients with AP were analyzed: A - 1082 children treated
between 2000 and 2010 (654 female, 428 male, median age 1yr) with
VCUG performed after first episode of AP and B - 100 children treated be-
tween 2012 and 2015 (73 female, 27 male, median age 1yr) with VCUG done
only when abnormal USG and/or DMSA suggesting clinically important
VUR. The frequency of grade III-V VUR was compared between group A
and B using Chi-square test (p<0,05).
c. Results
211 (19,5%) patients form group A had abnormal VCUG, among them 125
(11,6%) - high-grade VUR. In group B VCUG was performed in 26 patients
(26%) and presented abnormal picture in 13 (13%, 50% of all examined
children), among them 10 (10%) high-grade VUR. No significant difference
in frequency of high-grade VUR between group A and B was found. To
diagnose one high-grade VUR nine VCUG were performed in group A and
only three in group B.
d. Conclusions
Introduction of less aggressive imaging strategy in children with AP does not
influence the frequency of diagnosis of high-grade VUR. Utilization of USG
and DMSA in qualification to further evaluation four-fold decreases the num-
ber of VCUG performed in these patients.

PO-010
Lipocalin-2 associated with neutrophilic gelatinases (uNGAL) as the
marker of microbial inflammatory diseases of kidneys and urinary tract
in children.
A. Eremeeva(1), V. Dlin(2), A. Korsunsky(1), S. Orekhova(1), E. Bondarenko(1),
S. Gurbanova(1)
(1) SBEI HPE I.M.Sechenov First MSMU, Moscow, Russian Federation; (2)

Scientific Research Clinical Institute of Pediatrics, N.I. Pirogov Russian
National Research Medical University, Moscow, Russian Federation

a. Objectives
Research of the clinical and diagnostic significance of determination of
Lipocalin-2 associated with neutrophilic gelatinases (uNGAL) in the urine of
children with urinary tract infection (UTI) and pyelonephritis.
b. Methods
We examined 30 children with acute pyelonephritis and UTI aged 1 to 16years
(average age 7,32±4,52) including 26 girls and 4 boys. All children were
divided into 2 groups: 1st group – 15 children with acute pyelonephritis, 2nd

group – 15 children with urinary tract infection. Verification of the diagnosis
was conducted on the basis of clinical and laboratory data, medical history and
instrumental examination of patients. uNGAL was measured in the urine by
enzyme-linked immunosorbent assay (EISA) (BioVendor Laboratoty
Medicine).
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c. Results
It is found, that the urine level of NGAL depends on the damage degree of
renal parenchyma. In the group of children with the acute pyelonephritis the
direct correlation of medium strength was found between the excretion level of
uNGAL/creatinine and leukocytosis value and also with the CRP blood level.
The correlation of medium strength was found between the excretion level of
uNGALduring the acute period of pyelonephritis and the detection of renal
scars according to the DMSA-nephroscintigraphy data.
d. Conclusions
The results allow us to recommend the determination of the excretion level of
uNGAL/creatinine as an additional non-invasivemarker for the early detection
of renal parenchyma injury.

PO-011
Results of kidney biopsy from a single tertiary care center in Turkey
T. Yilmaz, I. Dursun, F. Demir, C.G. Coskun, H. Poyrazoglu, Z. Gunduz, H.
Akgun, R. Dusunsel
Erciyes University, Kayseri, Turkey

a. Objectives
Kidney biopsy is a gold standard diagnostic procedure in the assessment of
kidney diseases, planning of the clinical management and predicting the long
term prognosis. The aims of this studies are: (a) to evaluate the distribution of
renal disease based on histological diagnosis in our region; (b) to identify the
most frequent clinical syndromes
b. Methods
We retrospectively reviewed the records of kidney biopsies of patients pre-
sented to our department, over twelve years of period from 2003 to 2015. All
biopsy samples were evaluated by light microscopy and immunofluorescence
c. Results
Total number of 397 biopsies were evaluated. The mean age of children at the
time of biopsy was 10.48±4.53 years. There were 212 boy and 185 girl.The
most common clinical syndromes – as indication for performing the renal
biopsy – were nephrotic syndrome and nephritic or nephritic-nephrotic syn-
drome. Mean number of glomeruli was 33 ± 26. Table 1 shows histopatholog-
ical diagnosis of patients. We detected crescent formation in 89, global scle-
rosis in 86, thickening of the glomerular capillary basement membrane in 72,
mesangial expansion in 115, mesangial hyper cellularity in 279, endocapillary
proliferation in 80, interstitial fibrosis in 57, tubular atrophy in 72, and congo
red staining in 10 of biopsy specimens. Mesangial IgA immunocomplex de-
position is the most common immunofluorescence microscopy finding.

& Histopathological diagnosis in renal biopsies

d. Conclusions
This study provides important data about the distribution of renal disease based
on histopathology and shows a dramatic decrease in secondary amyloidosis
due to FMF over the years.

PO-012
clinical profile of pediatric renal mass in a tertiary government subspe-
cialty hospital, a 10 year retrospective study
K.A. Manalo, M.V. Abesamis
National Kidney and Transplant Institute, Quezon City, Philippines

a. Objectives
To know the prevalence and incidence of renal mass in the pediatric age group,
0-18 and 364 days old during a 10 year period from 2004 to 2013 at a tertiary
government subspecialty hospital.To know the prevalence and incidence of
renal mass in the pediatric age group, 0-18 and 364 days old during a 10 year
period from 2004 to 2013 at a tertiary government subspecialty hospital.
b. Methods
Patients aged 0 18 years old + 364 days who were diagnosed with renal mass
using convenience sampling were selected. Charts were retrieved from the
medical records. Anonimity of the subjects were maintained by use of the
subject’s hospital number and initials and were assigned with alphanumeric
codes. For all nominal data, frequency and percentages were formulated.
c. Results
Wilms’ tumor is the most common pediatric renal mass, occurring mostly in 2-
5 years old. The mean age of patients with renal mass is 7.2 years and median
age of 6.7 years with Male : Female ratio (M:F) of 1.2:1. Presenting symptoms
include abdominal mass, hematuria, and pain. Most of the radiographic find-
ings with heterogenuosity suggest malignant in origin. 43.5% of patients with
malignant mass is in the advanced stage of the disease (Stage III).
Nephrectomy and chemotherapy were done in all malignant renal masses.

& Age distribution of patients
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& sex distribution of patients d. Conclusions
The frequency of patients with renal mass is commonly due to Wilms’ tumor
and is generally similar to foreign reports. Mean age is slightly higher com-
pared to studies done in other developing countries. Males and females are
equally affected. Tumor size of more than 5 cm usually suggest a malignant
origin. The presence of a heterogenous mass is usually diagnostic for Wilms
tumor while hypoechoic and cystic massmay suggest benign origin. 72%were
disease free, which is comparable to other developing countries but not to
developed countries.

PO-013
Spectrum of hospital acquired acute kidney injury in critically ill Children
in a tertiary level hospital
S.S. Huque
BSMMU, Dhaka, Bangladesh

a. Objectives
Although hospital acquired acute kidney injury (hAKI) is common and signif-
icantly increases the risk for hospital mortality, little is known about its fre-
quency in developing countries. Moreover, the etiological spectrum of hAKI
has changed. The purpose of this study was to investigate the frequency, cause,
and outcome of hAKI in critically ill children in a tertiary level hospital.
b. Methods
In this prospective cross-sectional study, total 36 critically ill patients with
hAKI were analyzed. hAKI was diagnosed according to RIFLE criteria. The
clinical data of the patients admitted in all allied Department of Paediatrics in
this hospital from November 2014 to October 2015 were collected.
c. Results
A total of 3950 patients were admitted during the study period and
1103(27.9%) were critically ill patients. Among the critically ill children, 36
(3.3%) children were identified as hAKI according to RIFLE criteria. Among
the different age groups, highest incidence (5.05%) of hAKI was seen in
children age higher than 10 years. Sepsis was the major cause of hAKI ac-
counting for 44.1% followed by antibiotics (27.1%), hypovolaemia (13.6%),
nephrotoxic agents (10.2%) and contrast agents (5.0%). Renal replacement
therapy in the form of PD and HD were required only in 3(8.3%) cases.

& percentage distribution of renal mass

& Distribution of wilms vs non wilms

& percentage distribution of radiographic modality used

& Demography
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d. Conclusions
Among the hospital admitted critically ill patients a significant number of
patients may develop AKI mostly due to sepsis and use of antibiotics. So
attention should be paid to the critically ill patients for proper treatment of
sepsis as well as judicial use of drugs to prevent AKI.

PO-014
Recurrent hematuria due to nutcracker syndrome: imaging techniques
L. Dossche, M. Besouw, A. Raes
Ghent University Hospital, Ghent, Belgium

a. Objectives
Recurrent hematuria in children without urinary tract infection is mainly ex-
plained by a glomerulopathy, hypercalciuria/nephrolithiasis, Alport syndrome
or nutcracker syndrome. The latter results from compression of the left renal
vein between the superior mesenteric artery and the aorta.

b. Methods
Two cases are presented where nutcracker syndrome was diagnosed with
MRA (magnetic resonance angiography), while Doppler ultrasound showed
no abnormalities.

& Incidence

& Etiology

& RIFLE criteria

& compression of the left renal vein between the superior mesenteric artery
and the aorta (source:http://dx.doi.org/10.1016/j.vs.2008.09.051)

& Doppler ultrasonography showed no decreased diameter of the left renal
vein and normal bloodflow rate

& MRA revealed a dilated left renal vein with compression between the
aorta and superior mesenteric artery
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c. Results
CASE 1: A 16 years old boy presented with 2 identical episodes of macro-
scopic hematuria with mild flank pain after viral infection. Symptoms disap-
peared after 3 days. Inter-episode urine samples showed microscopic hematu-
ria and discrete proteinuria.
CASE 2: A 7 years old boy presented with a second episode of macroscopic
hematuria (without proteinuria) since 1 day. The first episode occurred at the
age of 3 years and disappeared after 2 days. Both episodes were identical, with
no clinical symptoms besides mild abdominal pain.
In both cases the diagnostic work-up for hematuria was performed. Laboratory
blood investigations and 24-hour urine collection were within normal ranges.
Renal ultrasonography showed no nephrolithiasis. On Doppler ultrasonogra-
phy there were no arguments for nutcracker syndrome. However, MRA in
both cases revealed compression of the left renal vein between the aorta and
superior mesenteric artery.
d. Conclusions
Clinical presentation of nutcracker syndrome can vary from asymptomatic he-
maturia to severe abdominal pain. Mild proteinuria can be associated. Left renal
venography is considered to be the gold standard, but is invasive. Doppler
ultrasonography can be used as first diagnostic test but has a limited sensitivity,
especially in children. MRA findings are similar to CT and avoid radiation.
Nutcracker syndrome should be considered in children with recurrent hema-
turia, even when Doppler ultrasonographic assessment shows no anomalies.
By performing a MRA-scan, unnecessary renal biopsies can be avoided in
these patients.

PO-015
Hypertension, renal failure, and hypercalcemia: an unusual presentation
of sarcoidosis
M.L. Downie(1), J. Mulder(1), R. Schneider(1), N. Tehrani(1), J.D.
Wasserman(1), R. John(2), D.G. Noone(1), D. Hebert(1)
(1) The Hospital for Sick Children, Toronto, Canada; (2) University Health
Network, Toronto, Canada

a. Objectives
Sarcoidosis is a multisystem granulomatous disease of unknown etiology that
rarely presents in childhood; the infrequency in which it is encountered makes
sarcoidosis an arduous diagnostic challenge. Here, we report an unusual case
of sarcoidosis in a pediatric patient.
b. Methods
A previously well Caucasian 14-year-old boy was admitted to the Hospital for
Sick Children, Canada for hypertension and renal failure following work-up
by his family physician for initial concerns of growth failure.
c. Results
On admission, his weight was 35kg (<3rd percentile), his height was 148cm
(<<3rd percentile), and his blood pressure was 145/105. Laboratory findings
showed elevated creatinine (218umol/L), hypercalcemia (3.21mmol/L), and
mild normocytic anemia (hemoglobin 105g/L). His further assessment showed
a urinary concentrating defect with hypercalciuria (calcium/creatinine 1.76)
and nephrocalcinosis on ultrasound. Hypercalcemia work-up showed normal
1,25-vitamin D (166pmol/L) and normal phosphate (1.55mmol/L) in the con-
text of low parathyroid hormone (7ng/L), which excluded a diagnosis of hy-
perparathyroidism. He underwent bone marrow aspiration to rule out malig-
nancy in the context of normocytic anemia and hypercalcemia, which was
normal. His eye examination showed uveitis with conjunctival biopsy remark-
able for granulomas, which led to pursuit of a diagnosis of possible sarcoido-
sis. Angiotensin converting enzymewas found to be high at 96U/L, and he had
a renal biopsy that was consistent with interstitial nephritis with granulomas.
He had normal chest CT and only minimal abnormalities on pulmonary func-
tion testing. Treatment was started with Prednisone in the context of a diag-
nosis of probable sarcoid, with resolution of his hypercalcemia but persistence
of his mild chronic kidney disease.
d. Conclusions
This case represents an atypical presentation of a rare pediatric disease and
highlights the importance of thorough and step-wise investigation in the set-
ting of diagnostic dilemma.

PO-016
Frequency of hidden and semi hidden constipation in children with
enuresis
H.V. Maffei(1), V. Benini(2), E. Vidolin(2), J. Reis(2), J. Quintanilha(2), M.
Freitas(2), A. Salgado(2), F. Trigo Rocha(2)
(1) Faculdade De Medicina De Botucatu, Universidade Estadual Paulista,
UNESP, Botucatu, Brazil; (2) Hospital Municipal Infantil Menino Jesus, São
Paulo, Brazil

a. Objectives
To determine the frequency of hidden constipation and semi-hidden constipa-
tion, two forms of chronic functional constipation (CFC) without typical
symptoms.
To evaluate the characteristics of bowel habits in childrenwithmonosymptomatic
enuresis.
b. Methods
We evaluated in a prospective longitudinal study, 57 children aged 6-18 years
(30 male) consecutively met with the initial diagnosis of monosymptomatic
enuresis, whose parents denied constipation and signed term consent.
After 3 months of behavioral therapy, applied a questionnaire about bowel
habits, based on the definition of constipation of the Boston Working Group,
assessing the standard of evacuations by the Bristol Stool Scale.
Fecal retention is checked on simple radiograph of the abdomen, as slightly
modified Barr score. The score was always assessed by the same two re-
searchers (≥10 points = evidence of constipation) The lowest score was used
when there was doubt.
c. Results
In 10 children the final diagnosis was non monosymptomatic enuresis. Only
one child showed no constipation (score 9). Thirty-seven children with 'hidden'
constipation and 19 'semi-hidden' received treatment for constipation. Twenty-
one children also had other complications of CFC, as recurrent abdominal pain
and / or soiling. Even excluding 9 children with 'hidden' and borderline score
(10-11), the percentage of enuretic children with hidden constipation or semi-
hidden remained high (47/57 = 82.5).
d. Conclusions
It is necessary to meticulously ask about bowel habits and investigate hidden
constipation due to the high frequency with which it occurs constipation in
children with enuresis.

PO-017
ClonidineMayHave a Beneficial Effect in Refractory Nocturnal Enuresis
Y. Ohtomo(1), T. Hara(2), A. Endo(2), D. Umino(1), S. Fujinaga(2), S. Niijima(1),
T. Shimizu(2)
(1) Juntendo University Nerima Hospital, Tokyo, Japan; (2) Juntendo
University Graduated School of Medicine, Tokyo, Japan

a. Objectives
To date, desmopressin, anticholinergics as well as enuresis alarm are common-
ly used for the treatment of nocturnal enuresis. With these treatments, nearly
two thirds of the patients achieve full response. Although tricyclic anti-
depressants improve enuresis in some of the refractory cases, its cautious use
is necessary because of cardiotoxicity. Clonidine, an alpha2-adrenoceptor ag-
onist, long been used for treatment of hypertension, has been approved to use
in the patients with ADHD in US. This drug was also shown to be effective in
patients with neurogenic bladder (Rao MS, et al, 1980).
b. Methods
148 cases with refractory enuresis were treated with clonidine. At the start of
clonidine, 23 cases of monosymptomatic nocturnal enuresis were treated with
desmopressin and 125 cases of non-monosymptomatic nocturnal enuresis
were treated anti-cholinergics (117 cases of them also used desmopressin).
Clonidine was additionally used at the dose of 4μg/kg before sleep at night.
c. Results
With clonidine, enuretic nights in 4 weeks were decreased from 17.7 +/- 8.7
days to 9.8 +/- 9.7 days(p< 0.0001). 83 cases (56.1%) achieved full-response
or partial response (in these patients, enuretic nights in 4 weeks were decreased
from 16.4 +/- 8.4 days to 2.9 +/- 3.1 days).
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d. Conclusions
Clonidine may have anti-enuretic effects, however its pharmacological mech-
anism remains to be elucidated.

PO-018
evaluation of Children with Nutcracker Syndrome
S. Yilmaz,M. Ekim, E.D. Kurt ?Ükür, S. F?Töz, Z.B. Özçakar, F. Yalçinkaya
Ankara University School of Medicine, Ankara, Turkey

a. Objectives
Nutcracker Syndrome (NCS), characterized by compresiion of the left renal
vein between the superior mesenteric artery and the abdominal aorta. The
syndrome is manifested by left flank and abdominal pain, microscopic hema-
turia and proteinuria. However, it should be noted that patients may be asymp-
tomatic. the purpose of this study was evaluate the clinical, laboratory findings
and long term follow-up results.
b. Methods
We retrospectively analyzed the hospital recorts of patients with NCS that were
followed in our department between 2005-2015. Clinical, laboratory and im-
aging findings at the time of diagnosis and end of the follow-up.
c. Results
A total of 100 (63 girls and 37 boys) patients were enrolled. Most frequent
symptom was flank pain (44%), 33% of patients were investigated due to
proteinuria and hematuria incidentally. Mean of patients age was 11,4 +3.06,
84% of patients had proteinuria at diagnosis, 58% of them had resolved spon-
taneously during follow-up. Scrotal ultrasonography (USG) was performed in
25 patient and varicosel was detected in 8 of them. Left renal vein USG was
repeated end of the follow-up in 52 patients and showed NCS findings in 33
patients. Proteinuria is resolved 16 patients with abnormal USG findings.
d. Conclusions
Proteinuria and hematuria may be a sign of many important kidney disease and
causes fiamily concern. But it may be indicative of indicative of a benign case.
Although USG abnormality persist, clinical findings may improve. NCS is
quite rare disease, it should be considered in patients with detected hematuria
and proteinuria.

PO-019
Re-infection with Respiratory Syncytial Virus Aggravates The Renal
Injury
S. Zhai
West China Second University Hospital, Sichuan University, China, chengdu,
China

a. Objectives
Respiratory infection is one of the reasons for the relapsing and aggravating of
nephrotic syndrome. To observe the effect of RSV re-infection on the renal injury.
b. Methods
Rats were respectively re-inoculated with 6X10^6PFU RSVafter RSV prima-
ry infection. Control groups were re-inoculated by vehicle. IL-6,IL-17,
seralbumin and proteinuria excretion were examined. The percentage of
MHC-2+,CD86+ ,CD4+,CD8+ positive cells and histopathologic changes of
kidney were observed.
c. Results
The proteinuria excretion in the groups of RSV re-infection at 14th day were
higher than in the RSV primary infecting groups,accompanying with hypo-
ambumin(P<0.05). The glomerular foot process effacement of the RSV re-
infection was more extensive than that of the RSV primary infection, accom-
panying with both mesangial cell and mesangial matrix proliferation. The
percentage of MHC-2+ and CD86+ cells were higher in the groups of RSV
primary infection and re-infection than the control,accompanying with the
decrease of CD4+ cell was decreased in the groups of 6X10^6PFU RSV
primary infection and re-infection than control group(P<0.05).The percentage
CD8+ cell was increased in the groups of 6X10^6PFU RSV primary
infectionand re-infection than control group.The serum levels of IL-6, IL-17
significantly were highest in the groups of re-infection with RSV and had
positive relationship with proteinuria excretion(r1=0.843, r2=0.952, P <0.05).

d. Conclusions
Re-infection with RSVaggravates renal injury. Immune disorder may take part
in the exacerbation of the renal injury induced by RSV infection.

PO-020
The Persistent Mature of Dendritic Cells after Respiratory Syncytial
Virus Infection Induced the Renal Injury
S. Zhai
West China Second University Hospital, Sichuan University, China, chengdu,
China

a. Objectives
Respiratory infection is one of the reasons for the relapsing and aggravating of
nephrotic syndrome. To observe the state of dendritic cells on the renal injury
induced by RSV infection.
b. Methods
Rats were inoculated with 6X10^6PFURSV. Bone marrowmononuclear cells
of rats were cultured and interfered with RSV. The renal histology were ob-
served, along with measuring the 24-hour urinary protein excretion and serum
biochemical indicators. The percentage of MHC-2+,CD86+ positive cells, the
level of IL-6,TGF-β,IL-17 were detected. The expression of NF-kp65 protein
was measured by Western Blot.
c. Results
Proteinuria increased dramaticly in the groups of 6X10^6PFU RSV inocula-
tion , along with hypo-albumin. It also showed widely fusion and disappear-
ance of glomerular foot processes and mild swelling of the epithelial cells,
particularly in the 28th and 56th day groups. The percentage of OX62+ cell
were indifferent in every groups of RSV inoculation. (P>0.05).The MHC- 2+
cells at the 4th and 14th day groups were lower than those at the vehicle
groups, while that at the 28th and 56th day groups were higher (P<0.05).
The CD86+ cells at the 4th were lower than those at the vehicle groups, while
that at the 14th, 28th and 56th day groups were higher (P<0.05).The OD value
of mixed lymphocyte reaction at the 28th and 56th day groups were higher
than the vehicle group(P<0.05). The serum level of IL-6, IL-17 and TGF-β
were all higher than the vehicle groups(P<0.05). In vitro, the percentage of
MHC-2 and CD86-positive cells increased in the groups of RSV infection
were higher and TNF-α intervention (p<0.05), accompanied with the increase
of IL-6, IL-17 in the culture supernatant(P<0.05). But they all were lower than
that in the group of TNF-α intervention.The expression of NF-kBp56 were
dramatically increased.
d. Conclusions
RSV infecting induced the persistent mature of DC, then, result in immune
mis-regulation, which maybe the one of mechanism for nephrotic injury in-
duced by RSV infection.

PO-021
Clinical spectrum, management and follow-up of children with bladder
and bowel dysfunction - a prospective study
S. Ekambaram, A. Anantharaman, V. Choudhary, K. Ganesan, S.
Priyadarshini, N. Ganapathy, P. Senguttuvan, V. Mahalingam
Dr. Mehta's Children's Hospital, Chennai, India

a. Objectives
To study clinical spectrum and efficacy of urotherapy and laxatives in the
management of children with Bladder Bowel Dysfunction (BBD).
b. Methods
Patients with exclusive BBD attending the pediatric surgery and ne-
phrology departments were enrolled for urotherapy with laxatives for 6
months period. Detailed clinical history on bladder , bowel symptoms
and the diet were taken . Detailed clinical examination with Imaging –
xray abdomen, USG abdomen and DMSA done in children with UTI .
Using ICCS 2014 guidelines, urotherapy with laxative supplement for-
mulated:- Parental information,bladder training, bowel training,dietary
modifications, weekly bladder-bowel charts and regular monthly follow
up. Data at the end of 6 months to 1 year analysed for both clinical and
imagewise improvement.
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c. Results
A total of 132 children completed 6 months follow up. Majority (82.2%)
belongs to 5-10 year age group. Dysuria (37.9%) and irregular stool timing
(88.6%) was the commonest bladder and bowel symptoms respectively.
Bladder wall thickening was seen in 26.4% and 4.2% had significant post void
residue by ultrasound abdomen. Urinary tract infection(UTI) was documented
in 32.8%. DMSA showed scarring in 43.6% children with recurrent UTI.
Therapeutic success rate at the end of six months was 85.6%. Treatment
outcome is shown in summary of results.
d. Conclusions
Urotherapy with laxative is very effective for treating children with BBD.
Early recognition and treatment of constipation is importatnt in preventing
recurrent UTI and subsequent renal damage.

PO-022
Diagnosis and management of neonatal urinary tract infections
F.Z. Chioukh, K. Ben Ameur, O. Maatouk, H. Ben Hamida, M.K. Msalbi, A.
Ben Salem, A. Nasr, K. Monastiri
Teaching Hospital Fattouma Bourguiba, Monastir, Tunisia

a. Objectives
To describe clinical findings, imaging results and management of neonates
diagnosed with urinary tract infection (UTI).
b. Methods
Medical records were reviewed for infants diagnosed with UTI in a single
neonatal intensive care unit (NICU) in Tunisia over a 6-year period (2010-2015).
c. Results
Thirty nine infants were diagnosed with UTI. Ultrasound screening in
pregnancyrevealed fetal urinary abnormalities in 8 cases and 2 babies were
premies. Mean age at diagnosis was 9.1 +/- 8.8 days. Sex- ratio was 2.9. Fever
was the most frequent symptom (64.1%) followed by jaundice (10.3%). In
12.8% UTI was done within investigation of an urinary tract malformations.
CRP waspositive in 46.1% of cases.Escherichia coli(25.6%) and Klebsiella
pneumoniae(5%) were the most common isolated organisms.One patient had
sepsis with the same bacteria. Ultrasonography showed urinary tract abnor-
mality in 35.9% of patients. Hydronephrosis was the most frequent one
(75.6%). A third generation cephalosporin and an aminoglycosidewas the
antibiotherapy used in 82% of patients.
d. Conclusions
Urinary tract infection is one of the most common causes of infection in
newborns. A prompt diagnosis and treatment is of extreme importance to
reduce the risk of renal scarring.

PO-023
Conservative management of dysfunctional voiding with biofeedback
training in children
C.V. Siggaard, K. Kamperis, K.M.K. Sørensen, L. Enemark, S. Rittig
Aarhus University Hospital, Aarhus, Denmark

a. Objectives
Dysfunctional voiding (DV) is seen in 4.2% to 32% of children with lower
urinary tract symptoms. The diagnosis is based on repeated uroflow measure-
ments. Incomplete bladder emptying is commonly seen. The aim of the present
study was to evaluate the efficacy of pelvic floor training with biofeedback in
children with DV.
b. Methods
Twenty-eight children (median age 10y, range 6-17, 9 boys) with non-
neurogenic DV refractory to standard urotherapy underwent training with pel-
vic floor muscle exercises using biofeedback. Bladder overactivity and con-
stipation were addressed before physiotherapy sessions. Median follow-up
was six months (1-34). Childrenwere subjected to repeated uroflowmetry with
EMG tracing before and following the physiotherapy sessions. Staccato and
intermittent flow configurations and/or EMG activity during voiding indicated
DV. Residual urine was measured. Effect parameters considered were uroflow
configuration, EMG activity during voiding and residual urine. Non-
parametric tests were used for analysis.

c. Results
Fourteen children (50%) responded to treatment with either normalization of
the uroflow pattern, silent EMG during voiding or improvement in bladder
emptying. We found no significant differences between responders and non-
responders in terms of age (10y, range 6-17 vs. 10y, range 6-15, p=0.82),
gender (4 vs. 5 boys, p=0.68), or clinical characteristics such as history of
urinary tract infections (7 vs. 8, p=0.70), incidence of daytime wetting (10
vs. 13, p=0.28) or constipation (3 vs. 3, p=1.0). Treatment duration (6m, range
1-34 vs. 7m, range 1-18, p=0.93) and number of training sessions (4, range 2-6
vs. 5, range 2-7, p=0.69) did not differ between responders and non-
responders.
d. Conclusions
Pelvic floor training with biofeedback shows variable effect in children with
dysfunctional voiding refractory to standard urotherapy. Responders do not
differ in their clinical characteristics from non-responders.

PO-024
Comparison of a Voiding Diary to Clinical Management Tool for diagno-
sis of Voiding Disorders in children
S. Surendran(1), S.K. Patnaik(2), M. Kanitkar(2)
(1) Base Hospital Delhi Cantt, New Delhi, India; (2) Army Hospital (Research
and Referral), New Delhi, India

a. Objectives
To compare Clinical Management Tool(CMT) and Voiding Diary(D) for dif-
ferentiating Primary monosymptomatic nocturnal enuresis(PMNE) from
Voiding disorder(VD) in children aged 5-12 years with bedwetting
b. Methods
SettingGeneral Pediatric OPD of an Armed Forces hospital Design Cross-
sectional analytical Study Group: Consecutive children 5-12 years reporting
bedwetting amongst a systematic daily random sample of 8 children presenting
over a 18 month period after exclusion of structural spine malformations,
preexisting renal or neurological disorders and multiple anomalies. Enuresis
was defined as urinary incontinence during sleep in children >5 years of age.
Definition used for VD was as per the ICCS.Methodology Parents of children
with enuresis were administered modified CMT questionnaire as well as a 48
hours voiding diary with frequency/volume chart, detailed history and physical
examination of child and subsequent follow-up in a pediatric bladder clinic.
Diagnostic concordance of CMT and D was evaluated for a diagnosis of
PMNE and VD Outcomes: Point prevalence of PMNE and VD with CMT
and D.
c. Results
Of 1276 children screened in OPD,143 reported enuresis(11.2%);100 of 143
(82% males) of these were included for analysis (43 excluded-no consent 23,
lost to followup 15, incomplete diary 5). Majority 53% were below 7 years.
Constipation and positive family history occurred in 14% and 37% respective-
ly. CMT identified 65% cases as VD while D 71% cases (Table 1).Diagnostic
discordance noted in 20%.The diary identified 7 additional cases as VD as
compared to the CMT.

d. Conclusions
Enuresis was reported in 11.2% children of age group 5-12 years presenting to
the general pediatric OPD. The Voiding diary could diagnose an additional 7%
cases of voiding disorder in comparison to CMTamong childrenwith enuresis.

& Table 1 Comparison of Clinical Management Tool (CMT) and Voiding
Diary (D)
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PO-025
Orthostatic Proteinuria: An Overestimated Phenomenon
M. Koyun, Z. Arslan, H. Erengin, H. Akbas, S. Akman, G. Kaya Aksoy, A.
Gemici
Akdeniz University, Antalya, Turkey

a. Objectives
The aim of this study was to determine the prevalence of orthostatic proteinuira
(OP) in healthy elementary and secondary school students in Antalya city
center, Turkey, evaluating its relationship with age, gender and body mass
index.
b. Methods
61.092 students, aged between 6-15, from 124 elementary and secondary
schools in Muratpasa district in Antalya constituted the population of
our study. Using cluster sampling method, students in 64 classes chosen
from 58 schools constituted our study group. Cases with chronic dis-
eases, who were constantly using medicine, who don't want to give urine
sample or whose parents' consents were not taken were excluded from
the study. Height and weight measurements and urine samples were
taken from all cases. In cases with a proteinuira level of 1+ and above
in the first urine sample, in order to exclude temporary proteinuira,
second and third urinary samples (at any time of the day) were taken
within at least two weeks apart. The cases in which proteinuira was not
determined in protein/creatine (UPr/UCr) ratio or in strip test were eval-
uated as temporary proteinuira; in cases with continuing proteinuira, first
morning urine samples were collected. The cases in which proteinuira
was not detected in first morning urine samples were diagnosed as or-
thostatic proteinuira.
c. Results
A total of 1701 children were taken in the study; 881 boys (51.8%) with a
mean age of 10.50±0.06 years. Proteinuira was detected in 64 cases (3.7%) in
the first analysis. Orthostatic proteinuira was found in only 11 children
(0.64%). It was observed that, though not statistically significant, OP was
higher in children with an age group of 11-15 years compared to 6-10 years
(0.63% vs. 0.36%). OP was highest in thin children (1.3%), whereas it was
lowest in obese cases (0.35%).MeanUPr/UCr ratio was 0.30±0.23 (0.21-1.30)
mg/mg in children with OP
d. Conclusions
OP was found relatively low in our study. It was seen more commonly in thin
children over 10 years of age.

PO-026
A Rare Cause of Acute Kidney Injury: Leptospirosis
G. Kaya Aksoy, A. Gemici, M. Koyun, E. Çomak, S. Akman
Akdeniz University, Antalya, Turkey

a. Objectives
Leptospirosis is an acute spirochetal infection with various manifestations. It
commonly occurs through contact with contaminated water.
b. Methods
Here, we report two patients with leptospirosis presenting with acute renal
failure.
c. Results
A 18 year old boy was admitted with diarrhea for one week accompanied
withd oliguria for two days; he had no fever. Two weeks later, a 15 year old
boy was admitted with fever, vomiting and myalgia. Both had a past history
of swimming in the same stream one week before admission. No hyperten-
sion was detected. Both had pretibial edema and hepatomegaly on physical
examination; the second patient had also jaundicer. On laboratory examina-
tion, both had thrombocytopenia, renal failure, direct hyperbilirubinemia, el-
evated plasma transaminase, creatine kinase and myoglobin levels (Table 1).
Microscopic agglutination test yielded antibodies against Leptospira
icterohaemorrhagiae at a titer of 1/800 in the first patient,Leptospira pomono
at a titer of 1/100 in the second. Both needed 2-3 sessions of hemodialysis.
After a therapy with wide-spectrum antibiotics, their signs and symptoms
recovered promptly.

& Table 1

d. Conclusions
In patients with acute renal failure accompanied by systemic symptoms, lep-
tospirosis should be kept in mind.

PO-027
How common is JC polyomaviraemia in paediatric renal transplant
recipients?
Y.J. Tan(1), S. Marks(2)
(1) UCL / Great Ormond Street Hospital, London, United Kingdom; (2) Great
Ormond Street Hospital, London, United Kingdom

a. Objectives
Progressive multifocal leucoencephalopathy (PML) is a demyelinating condi-
tion which can arise from JC polyomaviral infection which has been previous-
ly reported in a paediatric renal transplant recipient (pRTR).
b. Methods
Retrospective case note review of single centre database after initiation of
prospective blood monitoring of JC PCR DNA in pRTR from 1 January
2012.
c. Results
51 pRTR received renal transplantation at age 1.4 - 16.9 (median 9.4) years for
end-stage kidney disease who were followed up for 1.9 – 4.2 (median 3.0)
years post-transplantation. The majority of children had congenital anomalies
of the kidney and urinary tract (35.3%;18). 58.8%(30) received living related
renal transplantation with 33.3%(17) pre-emptively transplanted; the majority
(94.1%,48) were first transplants. JC viraemia was evident in 13.7% (7) of
pRTRs. Of those patients who had JC viraemia, there were 100%, 43%, 29%,
(7, 3, 2) with co-existing EBV, CMVand BK viraemia respectively compared
with 89%, 43% and 32% (14, 39, 19) with EBV, CMV and BK viraemia
respectively in those patients without JC viraemia. At time of latest follow-
up, the estimated glomerular filtration rate (eGFR) was 8.8 - 91.7 (44.3) mls/
min/1.73m2in JCV group vs 18.7 - 117.0 (75.2) mls/min/1.73m2in non-JCV
group (p = 0.03). At the time of JC viraemia, the JCV group had eGFR of 8.4 –
118.7 (46.3) mls/min/1.73m2. Acute/borderline rejection episodes were 15 in
those who had JC viraemia, compared to 5 in those without (p = 0.15).
Immunosuppression was not changed in 2 pRTR who developed JC viraemia
due to acute rejection episodes.
d. Conclusions
JC viraemia is more common than expected in pRTR. Although there were no
adverse events related to JC viraemia, it is possible that the presence of JC
viraemia in pRTR affects clinical decision regarding immunosuppression.
Further prospective studies of pRTR are required to evaluate the significance
of JC viraemia based on this data.
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PO-028
Nutcracker syndrome: an underestimated cause of hematuria in children
G. Malgieri(1), V. Bruno(1), A. Esposito(2), G. Ranucci(2), C. Tornincasa(2), T.
Saravo(1), F. Nuzzi(1), C. Pecoraro(1)
(1) Santobono Hospital, Napoli, Italy; (2) A.O.U. Federico II, Naples, Italy

a. Objectives
To emphasize the role of nutcracker syndrome (NCS) in non-glomerular gross
hematuria (NGGH) and provide diagnostic elements.
b. Methods
Thirty one children,aged 3-12 years, with idiopathic recurrent NGGH
were evaluated from January to July 2015. In case of persistent symp-
toms and no laboratoristic abnormalities,diagnostic imaging study was
performed.
c. Results
NCS was diagnosed in 2/31 patients (6.4%): a 4 yrs old girl (patient 1) and
a 11 yrs old boy (patient 2), both admitted to our Unit for recurrent epi-
sodes of NGGH associated with lumbar pain for at least 12 months. In
both cases there were no external signs of trauma; kidney function tests
and coagulation parameters were normal without anemia; autoimmunity
markers, serum immunoglobulins, serum complement C3 and C4 levels
were normal for age; urineculture resulted negative; a 24 hour urine col-
lection showed no electrolytes/metabolites disorders and no proteinuria;
urinary tract ultrasound excluded the presence of urinary stones. An ab-
domen magnetic resonance angiography, performed for the persistence of
symptoms, revealed in patient 1 an entrapment of a retro-aortic left renal
vein between the aorta and the vertebral column (Figure A), suggesting
posterior renal NCS; in patient 2, the computed tomography angiography
showed a dilated left renal vein in the initial tract, with a reduced caliber in
the portion interposed between abdominal aorta and superior mesenteric
artery. The width of the angle between aorta and superior mesenteric
artery resulted 14.3° (inferior to normal values) suggesting an anterior
renal NCS (Figure B).

d. Conclusions
NCS is a rare but treatable clinical condition. The posterior nutcracker syn-
drome is rarely described in pediatric age and the effective treatment still need
to be studied.

PO-029
ATenYear Retrospective study of the aetiology and outcome of crescentic
glomerulonephritis in children presenting to the red cross childrens hos-
pital, cape town, south africa
C. Mwaba(1), P. Nourse(2), K. Pillay(2), K. Pillay(2), P. Gajjar(2)
(1) University of Zambia Medical School, lusaka, Zambia; (2) University of
Cape Town, Cape Town, South Africa

a. Objectives
To determine the incidence,clinical presentation,aetiology and outcome of
crescentic glomerulonephritis[CGN] in children presenting to the Red Cross
Childrens Hospital,cape Town,South Africa.
b. Methods
This was a retrospective folder review in which renal biopsy records of chil-
dren less than 18 years who had had native kidney biopsies performed between
2004 and july 2015 at the Red Cross Childrens Hospital were reviewed. The
clinical notes of patients found to have been diagnosed with CGN were traced
and relevant information was recorded onto data sheets and analysed using
SPSS version 22.
c. Results
A total of 470 native kidney biopsies were performed in the period
under review. Of these,24 had CGN,accounting for an incidence of
5.1%. The sub-types of CGN were immune-complex in 19[80%],
pauci-immune in 2[8%], unspecified in 3[12%] and no child had the
anti-GBM subtype.The underlying aetiology of the immune-complex
subype was post-infectious in 11[57%], idiopathic in 4[21%], HSP/
IgA in 2[11.7%], SLE in 1[5.2%] and mesangiocapillary glomerulone-
phritis in 1[5.2%].
Fourteen of the subjects were male while the mean age of the subjects was 8.3
[range1-14 years]. The commonest clinical features were hypertension[90%],
nephrotic range protienuria[80%], macroscopic hematuria[57%], odema[94%]
and anaemia [72%]. None of these were associated to the outcome. Ten[77%]
out of the 13 children who were followed up for more than a year, had either
died, had residual renal dysfunction or been transplanted at the last clinical
contact
d. Conclusions
CGN was diagnosed in 5.1% of paediatric renal biopsies. Unlike reports from
other geographical areas the vast majority[80%] of the cases had immune-
complex glomerulonephritis with a suspected post-infectious aetiology in over
half of these. similar to earlier reports from South Africa the outcomewas poor
in most[77%] of the patients. Further research is required to characterise the
factors that make post-infectious glomerulonephritis particularly severe in this
population.

PO-030
Prevalence of lower urinary tract symptoms in children 6-12 years of
public schools from Blumenau
E. Vieira, L. Dias Nunes, R. Zanella, K. Meyer, J. Schumacher
Fundação Universidade Regional de Blumenau, blumenau, Brazil

a. Objectives
Voiding dysfunction significantly affects the quality of life of patients, being
cause of low self-esteem, social isolation and behavioral changes, as well as
being a risk factor for renal scarring in children affected by urinary tract
infection. This study aims to estimate the prevalence of lower urinary tract
symptoms in children 6-12 years of public schools in Blumenau, such as
diurnal urinary incontinence, constipation, daytime urinary frequency reduced
or increased, urinary maneuvers, urgency, effort to urination, painful urination
and stressful events.
b. Methods
888 questionnaires were distributed to students of both genders between 6 and
12 years old enrolled in public schools in Blumenau. We selected 321 children
who completed correctly and agreed to participate in the research. Symptoms
of lower urinary tract dysfunction were assessed using an adaptation equiva-
lently semantics of the Brazilian version of the Dysfunctional Voiding Scoring
System.

& aMRa of patient 1 showing a retro-aortic left renal vein compressed
between aorta and spinal column

& Computed tomography angiography of patient 2 showing a left renal vein
dilated in the initial tract and compressed between aorta and superior
mesenteric artery
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c. Results
Participants were 178 female children and 143male. The estimated prevalence
of lower urinary tract symptoms was 23.99%, and 9.79% in males and 35.39%
females. Dysfunction prevalence among children 6-8 years was 28.68% and
between 9-12 years was 20.83%.
d. Conclusions
Lower urinary tract dysfunction is a relatively common disorder, little noticed
by the family and also underdiagnosed by physicians, who only question a
about dysfunction after recurrent episodes of urinary tract infection.

PO-031
Prevalence of Enuresis in Children of Blumenau Public Schools
E. Vieira, K. Meyer, G. Giovanni, K. Martins, J. Schumacher
Fundação Universidade Regional de Blumenau, blumenau, Brazil

a. Objectives
Evaluate the prevalence of enuresis in public schools in Blumenau, Brazil, and
describe the epidemiological characteristics found in a population sample of
children aged 6 to 16 years.
b. Methods
This study presents cross-sectional design. Includes probabilistic analysis sam-
ple consisted of 306 children from schools in the municipal public, selected by
randomizing stages. The prevalence and association with social and family
problems, urinary tract symptoms, genetic and congenital disorders were
assessed by questionnaire proposed in the literature by Bakker, modified.
Data were organized into descriptive tables, consisting of measures such as
absolute frequency and relative frequency percentage of proposals variables.
c. Results
Obtained total sample of 306 children. Symptoms of monosymptomatic en-
uresis were present in 13.07% of children. Of these, 45% were male and 55%
female. 70% of children with enuresis were younger than 9years and 30%
between 9 and 16. 75% had daytime symptoms and 25% monosymptomatic
nocturnal enuresis. Punitive measures were reported by 10% of parents of
children with enuresis. There was the coexistence of signals associated psy-
chological fear, and the presence of stressors associated with urine leakage
frame largely sample analyzed.
d. Conclusions
The prevalence of nocturnal enuresis in children of Blumenau (13,07%) was
consistent with literature data. Its prevalence decreased with increasing age,
having been found in 3,92% of children over eight years. There was a pre-
dominance of nocturnal enuresis associated with daytime symptoms among
children. Further research is fundamental to the determination of new epide-
miological values, as well as in elucidating the etiology of nocturnal enuresis.

PO-032
Post infectious Glomerulonephritis after Anicteric Leptospirosis. Case report
A.C. Romero Orta, M.J. Montesdeoca, T. Rosales, L. Pupo, M.J. Andrade,
M.E. Cardenas
Hospital Pediatrico Baca Ortiz, Quito, Ecuador

a. Objectives
Introduction:
Leptospirosis is a zoonotic disease caused by a corkscrew-shaped bacteria,
with a worldwide distribution. Humans are accidental hosts, after skin or
mucosal exposure to urine or infected animal fluids. It can be an asymptomatic
or mild disease, such as a flu-like syndrome, or it can develop hemorrhagic
with jaundice or meningitis and even renal failure.
b. Methods
Clinical case:
The patient is a 6-year old girl, who presents adenopathies, fever, drowsiness,
oliguria, 8 days before admission. She lives in a rural area of Ecuador, with
continuous animal contact (birds and rats). The day she was transferred to the
hospital, she had a seizure with high blood pressure, hemiparesis, a decline of
score in Glasgow Coma Scale to 12/15, and an acute pulmonary edema.
Laboratory tests showed: haemoglobinuria, normal levels of blood ureic nitro-
gen, nephrotic-range proteinuria, C3 level: down, ANA y Anti DS-DNA:

negative, Leptospirosis IgM: positive. She received ceftriaxone and 2 days
after this treatment she improved neurologic symptoms.
c. Results
Discussion:
This girl developed a nephritic syndrome, without jaundice, hemorrhagic
symptoms or renal failure that required dialysis. After the etiologic diagnosis,
she recovered completely.
d. Conclusions
It is important to consider Leptospirosis as a cause of nephritic syndrome,
because an early diagnosis and treatment improve prognosis.

PO-033
Neonatal plasma inulin clearance (PCin) in premature infants and new-
borns to measure glomerular filtration rate (GFR).
A. Wilhelm-Bals(1), Y. Daali(2), D. Mossig(3), P. Parvex(1)
(1)ChildrenUniversitaryHospital, Geneva, Switzerland; (2)UniversitaryHospital,
pharmacology division, Geneva, Switzerland; (3) Universitary Hospital Center
Lausanne (CHUV), Lausanne, Switzerland

a. Objectives
At birth, renal function is low. In premature, GFR is even lower because of
decreased nephron mass. Premature and newborns are at increased risk for
impaired renal growth, renal failure and HTA, however validate markers for
neonatal eGFR are lacking. Creatinine (Creat) crosses the placenta and reflects
mother’s value. CystatinC (CysC) is independent of weight and doesn’t cross the
placenta. The reference method to measure GFR is urinary clearance during
continuous infusion of inulin. Alternatively, PCin after bolus injection of inulin
doesn’t require urine and continous infusion and is considered reliable.The aim
of this study is to perform PCin in this special population, in neonatal period and
study its association with gestational age (GA), weight, CysC and Creat.
b. Methods
42 newborns were included. PCin was performed in between the 3 –5th day of
life : T0=inulin (In) bolus (250 mg/kg), 3 In samples: T1=30mn, T2=90mn,
T3=240mn. Measurement of CysC (Particle enhanced nephelometric immu-
noassay) and Creat (enzymatic assay) at T1. PCin calculation trough time
decay curve, elimination fits linear distribution andmono compartmental mod-
el was used (pharmacologist on WINONLIN 5.2).
c. Results
42 patients, 52% boys. GA, Mean (M): 31.4weeks (26-41), GA at day test M:
2.9days (1-6), weight M: 1712mg (950-3750). M PCin (ml/mn/1.73m2):
21.17 (4-66). M PCin (ml/mn/1.73m2): GA26-32w: 17.5, GA32-34w: 25.8,
GA 34-41w: 29.9. Correlation (r) between PCin (ml/mn) and GA r=0.63
(P<0.0000), between PCin and weight r=0.68 (P<0.0000). CysC M:
1.45mmol/l (0.81-2.4), Creat M: 60.93mcmol/l (23-163). No correlation be-
tween 1/CysC, GA and weight. Preliminary analysis, shows statistically sig-
nificant r between Cin and 1/CysC and 1/Creat.
d. Conclusions
PCin using only 3 optimally timed blood samples was performed in neonatal
period with good results. As expected, a clear linear relationship between
GFR, GA and weight was found. CysC was not associated with GA but was
statistically associated with Cin in our population.

PO-034
Unusual color of urine as a first sign of posttraumatic chyluria and enteric
lymphorrhea in one adolescent sportsman (case report)
A. Arapovic(1), A. Baric(2), V. Markovic(2), A. Punda(2), S. Prgomet(1), D.
Budimir(3), M. Peric(4), M. Saraga(5)
(1) Pediatric Department, University Hospital Split, Split, Croatia; (2) Department
of Nuclear Medicine, University Hospital Split, Split, Croatia; (3) Department of
Pediatric Surgery, University Hospital Split, Split, Croatia; (4) Department of
Radiology, University Hospital Split, Split, Croatia; (5) University Hospital Split,
Split, Croatia

a. Objectives
Chyluria (CH) is a very rare entity, characterized by passage of milky urine due
to presence of chyle absorbed via intestinal lacteals. While CH is extremely
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rare in Europe, it is more common in Asia due to tropical parasitic diseases.
Presence of chyle in urineic connected with rupture of lymphatic varices into
perirenal lymphatic vessels or into pyelocaliceal system. The most frequent
etiological factors of CH are parasitic (>90%), but other disturbances of lymph
flow can also cause CH, including mechanical forces. Here we analyze possi-
ble cause of CH in 17-year-old male kick-boxer who noticed milky urine after
receiving several strong kicks into the right lumbar area.
b. Methods
Blood tests, ultrasonography (US), MRI and lymphoscintigraphy with i.m.
application of 74 MBq Tc-99m human serum albumin nanocolloid were per-
formed. In addition, stimulation of radiopharmaceutical passage by exercise on
treadmill for 35 minutes and with pushups was applied.
c. Results
Patient showed weight loss, while blood tests disclosed hypoalbuminemia,
hypoglobulinemia, hypoproteinemia. MRI disclosed right sided lympho-renal fis-
tula. Following three unsuccessful courses of sclerotherapy and surgical resection
of lympho-renal fistula, right nephrectomy was performed. Although CH ceased,
hypoalbuminemia, hypoproteinemia and hypoglobulinemia persisted so other
pathway of lymphorrhea was suspected. Lymphoscintigraphy with nanocolloid
disclosed radiotracer in the colon ascendens and transversum during exercises.
d. Conclusions
We believe that our patient had post traumatic CH and enteric lymphorrhea
caused by the injury of cysterna chyli or ductus thoracicus. This caused ob-
struction and reduction in passage of lymph, leading to increased lymph pres-
sure below the stenosis, appearance of CH and enteric lymphorrhea. The
reported case underlines need for protection of adolescents from potentially
dangerous sports like kick-boxing.

PO-035
Significance of examination of concentration of IL-6 in 24 h urine for
early diagnostic of renal scarring in patients with vesicoureteric reflux
I. Zorin(1), A. Vyalkova(1), O. Ustinova(2), L. Gajkova(2), A. Izvekova(2)
(1) Orenburg medical university, Orenburg, Russian Federation; (2) Clinical
paediatric hospital N 6, Orenburg, Russian Federation

a. Objectives
The aim of the study was to determine concentration of IL-6 in urine of
patients with vesicoureteric reflux (VUR) and reflux nephropathy A (RN A)
for early diagnostic of renal scarring.
b. Methods
We examined 60 children with RN A and VUR.
All children were comparable on gender and age. All patients underwent
ultrasound, X-ray and DMSA scan. We examined concentration of IL-6 in
24 h urine of patients by ELISA.
Children were divided into 2 groups:
I –with unilateral RNA according to classification of Smellie J. et all, 1975 (n=30);
II – with VUR without renal damage (n= 30)
c. Results
We established that data of concentration of IL-6 in 24 h urine of patients with
VURwithout renal damage was 9,52±0,1 pg/ml. Concentration of IL-6 in 24 h
urine of patients with unilateral RN A was 10,04±0,08 pg/ml. The ranges of
concentration of IL-6 in 24 h urine of patients with VURwithout renal damage
were significant different with concentration of IL-6 in 24 h urine of patients
with RN A (p<0,05).
So, we determined that concentration of IL-6 in 24 h urine increased in process
of renal scarring.
d. Conclusions
Concentration of IL-6 in 24 h urine can be used for early diagnostic of renal
scarring in children with VUR.

PO-036
A single centre retrospective analysis of HIV related kidney disease in a
cohort of patients from Johannesburg, South Africa
G. Moonsamy, T. Khumalo, C.S. Levy
Charlotte Maxeke Johannesburg Academic Hospital, University of the
Witwatersrand, Johannesburg, South Africa

a. Objectives
The HIV epidemic has impacted on all aspects of medicine, no less the renal
system. It also has resulted in far reaching social consequences. We set out to
study the epidemiological, clinicopathologic characteristics and treatment mo-
dalities in a cohort of South African, HIV positive children with kidney
disease.
b. Methods
A retrospective chart review was performed on all HIV positive children seen,
between April 2008 – April 2014, at the Division of Paediatric Nephrology,
CMJAH, Johannesburg, South Africa.
c. Results
A total of 28 HIV positive patients were seen over this time period. Mean age
of onset was 8 yrs (range 1 - 14 yrs). F=15, M=13. Presenting complaints
included haematuria 19/28 (68%), nephrotic range proteinuria 5/28 (18%) and
haematuria, proteinuria and hypertension 6/28 (21%). Renal biopsy was per-
formed in 18/28; findings included HIVICK 11/18 (61%), FSGS-NOS 2/18
(11%), MCNS 2/18 (11%), HIVAN 2/18 (11%). One patient had features of
both HIVICK and HIVAN on biopsy.
8/28 (29%) required renal replacement therapy (RRT) (6 PD, 2 HD). Biopsy
findings in this group included HIVICK 4 and HIVAN 2. 2 patients were in
established ESRD and not biopsied. 2/8 died before listing for transplant. 4/8
were listed for transplant. 1 was transplanted but demised from early post-
operative complications and 3 remain on the active DD transplant list. 4/28
died and 4/28 were lost to follow up.
d. Conclusions
Sub-SaharanAfrica has a high burden of people living with HIV. Highly active
anti-retroviral therapy (HAART) has improved the outcomes of children in-
fected with HIV. They are still prone to chronic illnesses like chronic kidney
disease. Our study, confirms that in Johannesburg, SouthAfrica HIVICK is the
commonest renal pathology in HIV infected children. RRT has improved
survival in these patients and we hope that with renal transplantation their
outcomes will be similar to those of HIV uninfected children.

PO-037
Predictive parameters for desmopressin response in enuresis: a two-
center study
L. Dossche(1), K. Kamperis(2), C. Van Herzeele(1), J. Vande Walle(1), S. Rittig(2)
(1) Ghent University Hospital, Ghent, Belgium; (2) Skejby University Hospital,
Aarhus, Denmark

a. Objectives
Desmopressin (dDAVP) is a grade I, level A therapy for monosymptomatic
nocturnal enuresis (MNE). Previous research suggests that response can be
expected in children with nocturnal polyuria (nocturnal diuresis >130% of
expected maximum voided volume (MVV) for age) and “normal MVV” for
age (>65% of expected MVV for age), according to ICCS-definitions.
However, these expert-opinion based definitions still needs to be validated in
a large MNE patient population. Moreover, up to 60% of children show less
than 50% decrease in the number of wet nights despite proven antidiuretic
effect.
The aim of this study is to test the predictive value of current ICCS definitions
with regards to their ability to predict dDAVP-response.
b. Methods
Databases from two university hospitals (Aarhus, Denmark and Ghent,
Belgium) were combined and analyzed retrospectively. Preliminary data were
available on 228 children with primary MNE treated for the first time with
dDAVP. Frequency-volume charts of 4-days and 14-nights before treatment
were used to assess baseline voiding and nocturnal diuresis characteristics.
During the first two weeks of dDAVP-therapy, response was evaluated using
frequency-volume charts. Both the antidiuretic effect (nocturnal diuresis on
14-nights frequency-volume chart) and/or anti-enuretic effect (reduction of
number of wet nights) of dDAVP-treatment were analyzed.
c. Results
Data of 228 children (150 boys) with a mean age of 9,1 years (SD 2.1) were
analyzed. Nocturnal polyuria according to the ICCS criteria was found in only
19% of the children (n=50/228).
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d. Conclusions
The probability of dDAVP-response seems related to maximal voided volumes
and nocturnal diuresis rate in children with MNE 1. However, in a healthy
population-based study was demonstrated that the current ICCS formula for
nocturnal polyuria is not applicable at all ages 2. New clinical parameters that
adequately predict dDAVP-response need to be identified.

PO-038
Prevalence and Factors Associated with Renal Dysfunction in HIV
Positive Paediatric Patients on Highly Active Antiretroviral Therapy at
the Paediatric Centre of Excellence of theUniversity TeachingHospital, in
Lusaka, Zambia
K.M. Zimba
UTH, lusaka, Zambia

a. Objectives
To determine the prevalence and factors associated with renal dysfunction in
HIV positive paediatric patients on highly active antiretroviral therapy at the
Paediatric Centre of Excellence in the UTH, Lusaka, Zambia.
b. Methods
The study was a cross sectional survey conducted at the PCOE of the UTH in
Lusaka, Zambia. Enrolment of all eligible participants was from April to
September, 2014. The Inclusion criteria were patients aged 18 months to 16
years who consented or and assented to the study and were on HAART. Renal
dysfunction was defined as at least abnormal renal laboratory values in at least
1 of 3 measures of proteinuria, serum creatinine or Estimated Glomerular
Filtration Rate (eGFR) 60mL/min/1.73m2 for the age and height-adjusted
value as defined by The Kidney Improving Global Outcomes (KDIGO)
2012 on two occasions. A file review and clinical evaluation was done by
the study physician to determine the factors associated with renal dysfunction.
Bloods were drawn for CD4 count, Haemoglobin (HB), Creatinine and Urine
was taken for dipstick urinalysis.
c. Results
Of the 209 participants enrolled in this cross sectional study, 105(50.2%) were
females. This study found a prevalence of 8.1% (CI=5.0-12.5), of renal dys-
function among paediatric HIV patients followed up at PCOE. Children aged
13 and above had on average 23 times greater odds for renal dysfunction
[adjusted odds ratio (OR)=23.76, and 95% confidence interval (CI)=(5.30 –
106.53), P-value <0.01] compared to children under 13 years old. Children
receiving nephrotoxic HAART had on average 6 times greater odds for renal
dysfunction [OR=5.55, CI=(1.57 – 19.65), P-value = 0.01] compared to chil-
dren receiving Non-Nephrotoxic HAART.
d. Conclusions
Theprevalence ofrenal dysfunction among paediatric HIV infected patients
followed up at the PCOE at UTH in Lusaka Zambia is 8.1%, at 95% CI= (5.0-
12.5) and associated factors include increase in age and nephrotoxic HAART.

PO-039
Psittacosis as uncommon cause of hypercalcemia: Case Report
L. D'Avila, B.B. Garbim, V.M.S.B. Belangero, R.B. De Oliveira, C.B.F.
Pinheiro, S.Z.P. Rigatto, A.C.G.D.B. Lutaif, P.R. Gontijo
Universidade Estadual de Campinas, Campinas, Brazil

a. Objectives
To describe a case of hypercalcemia, which etiology was no previously de-
scribed in literature.
b. Methods
Retrospective analysis of patient’s medical records.
c. Results
GSM, 6 years old, white, male, previously healthy, two weeks before presented
high fever, abdominal pain, vomiting, constipation, myalgia, weight loss of 3
Kg. At examination, regular conditions and dehydration. Laboratory analysis
showed hypercalcemia total Ca = 17.8 mg%, Cr clearance = 39 mL/min/
1.73m2, leukocytosis of 40.370/mm3 and neutrophils = 33870/mm3; Pi =
4.20 mg%, Mg = 0.99 (1.2-1.4 mmol/L), PTH = 8.10 (15-65 pg/ml), 25-OH
vitamin D = 17.0 ng/ml (Deficient), urine Ca/Cr ratio = 1.26 (<0.21). Liver

enzymes, hemoglobin and hematocri t , chest radiography and
electrocardiogram- normal; abdomen ultrassonography - increased renal
echogenicity. Treatment = hyperhydration, potassium, magnesium, saline solu-
tion replacement, furosemide and pamidronate. During hospitalization- respira-
tory distress, Hb decreased up to 5.5 g/dl. New chest radiography - opacity in the
right lung. Cranium, chest, abdomen and pelvis CT showed multiple foci of
condensation, ground-glass pattern, suggesting metastatic calcification in lungs.
Lung biopsy - extensive metastatic calcification with interstitial fibrosis.
Serology for CMV, hepatitis B and C, Epstein-Barr, toxoplasmosis, HIV and
HTLV 1 and 2 - negative. A new information gathered revealed prolonged
contact with the bird Nymphicus hollandicus (cockatiel). Serology for
Mycoplasma pneumoniae and Chlamydia trachomatis showed positive IgM
titers. Azythromycin was instituted. However, there was a new rise in serum
calcium (Ca = 14.5 mg%). Pamidronate + doxycycline (21d) for empiric treat-
ment of psittacosis were used. The acute infection by Chlamydia psittaci was
confirmed. The child remains healthy with normal calcium levels since then.

d. Conclusions
Childhood, hypercalcemia is considered an unusual condition and the diagno-
sis of the cause can become challenging.

PO-040
Establishing reference intervals of serum creatinine, cystatin-C and nor-
mal range of renal diameters in Chinese children: a healthy-population-
based multi-center study
X. Zhong(1), J. Ding(1), H. Song(2), S. Feng(3), Q. Li(4), L. Yu(5), Z. Li(6), J. Zhou(7)
(1) Peking University First Hospital, Beijing, China; (2) Peking Union Medical
Colleague Hospital, Beijing, China; (3) Chengdu Women and Children's Central
Hospital, Chengdu, China; (4) Children's Hospital of Chongqing Medical
University, Chongqing, China; (5) Guangzhou First People Hospital,
Guangzhou, China; (6) Hunan Children's Hospital, Changsha, China; (7) Tongji
Hospital, Wuhan, China

a. Objectives
A comprehensive set of age- and gender-specific pediatric reference intervals
is essential for accurate interpretation of laboratory and imaging tests of chil-
dren with renal diseases. Our study aimed to establish a comprehensive
covariate-stratified reference interval database for pediatric nephrology, ob-
tained in a healthy pediatric population in China.
Â
b. Methods
Totally 1,838 healthy children aged from 6-month to 17-year old were enrolled
from 20 medical centers with informed parental consent. They were assessed
from physical examination and completed questionaires according to defined
exclusion criteria. Blood samples were collected and analyzed for serum cre-
atinine (both Jaffe's assay and enzymatic method) and cystatin-C. Other pa-
rameters usually involved in pediatric nephrology, including urea, immuno-
globulin and complement were also analyzed. Abdominal ultrasound exami-
nation was performed measuring renal lenth, width and thickness. Reference
intervals were established reflecting the central 95% confidence intervals for
the population tested.

& Left (40x magnification), hematoxylin-eosin: important interstitial thick-
ening of cells with clear cytoplasm, associated with hyperplasia of
pneumocytes type 2 and some foci of calcification. Right (40x magnifi-
cation) von Kossa staining: calcificatio
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c. Results
The reference intervals were evaluated with respect to the influence of sex,
age, height, body mass and renal size. We observed a complex pattern of
change in serum biomarkers of renal function and renal diameters, from infant
to adolescence. Consequently, many sex, age, height, body mass and probable
renal size partitions were required to cover the changes over the period. The
reference intervals of serum creatinine were dependeng on the testing method.
Jaffe's assay usually got higher results in young children.
d. Conclusions
This study established covariate-stratified reference intervals for common bio-
markers of renal function from a large cohort of healthy children. We also got
normal range of renal diameters in Chinese children. This new database will be
of great benefit, ensuring appropriate interpretation of pediatric renal diseases.
However, we still need further validation for specific immunoassay platforms.

PO-041
Bioquivalence in Adults Does not mean Bioequivelence in Children
L. Dossche(1), J. Vande Walle(2), J. Van Bocxlaer(3), R. Michelet(3), P.
Debruyne(1), A. Raes(1), A. Vermeulen(1)
(1)UZGent, Safepedrug, Ghent, Belgium; (2)Uzgent, Gent, Belgium; (3)Ugent
Pharmacy, Gent, Belgium

a. Objectives
For a new formulation of an existing drug, as well as for generics one has only
to demonstrate PK bioequivalence with the original formulation to obtain
registration. This PK tests are performed in healthy young volunteers, taking
for granted that PK follows PD. But this methodology hardly takes in account
potential gender, size, age, maturation specific differences in bioequivalence.
FDA and EMA-regulation on pediatric drug research have tried to find a
compromise between minimal exposure of children to a pediatric research
program, and acquiring minimal PK/PD and safety-data in children to reassure
safe prescription of the drug, and therefore do not request bioequivalence
studies in the pediatric age.
The aim of the study was to investigate if bioequivalence between different
solutions is similar over all populationds.
b. Methods
Desmopressin, an oligopeptide was choosen because of the low biodisponibility
with large variation, and existing PK/PD data from previous studies
c. Results
Integrating the data of the different studies on different formulations, we observe
1) higher PK bioequivalent doses for melt/tablet in children than in adults
2) lower PD bioequivalet doses for melt/tablet in children than in adults
3) poor correlation between circulating PK and PD-effrect (hysteresis-effect)
d. Conclusions
This study demonstrates that for an oligopeptide like desmopressin,with a
narrow safety-prophyle, PK/PD bioquivalence of doses within the therapeutic
range in children, can not be extrapolated from adult data. This suggests that
minor changes in formulation for some drugs, make appropriate bioquivalence
studies in children mandatory and collection of safety-data required

PO-042
Bladder volume in screening battery for enuresis : How to evaluate?
N. Segers(1), C. Debuschere(2), W. Sophie(2), W. Sophie(2), D. Guenther(2), A.
Raes(2), L. Dossche(2), J. Vande Walle(1)
(1) Uzgent, Gent, Belgium; (2) Ugent Pediatric nephrology, Gent, Belgium

a. Objectives
Bladder dysfunction and especially OAB plays a major role in nocturnal en-
uresis , not only in the non monosymptomatic (NMNE) but as well in the
monosymptomatic patients (MNE). If the enuresis is related to a mismatch
in nocturnal diuresis and maximal functional bladder capacity, then the bladder
volume should be a major parameter, but is not taken as a parameter for
subtyping into NMNE in the ICCS standardization.
b. Methods
The aim of this study was to evaluate the optimal parameter for estimation of
bladder volume (maximal voided volume in diary, during forced diuresis, and

bladder volume during 3 uroflow + uroflow), correlating with
cystomanometry . Studypopulation 398 patients age 5 to 18 years, >6/7 days
wet, only 48 cystomanometries
c. Results
Results If we compare the data from the bladder volume against the reference
frame from Rittig (Aarhus), then 60,4% of patients had a MVV in diary <
2,5 % percentile demonstrating that a majority of patients had a small for age
voided volume in their diary
Correlation between MVVdiary, MVV forced diuresis, bladder capacity
(uroflow+ residu) and cystomanometry show that there is a strong correlation
between the 4 parameters, especially for the last 3 parameters (r2 0.48-0.62, p
<0.01), but results with MVV diary are worse (r2 0.34-0.48, p 0.04-0.018)
There is no sex or gender difference in this observation. Correlation with
response to therapy at 1 year shows a superior correlation with MVV force
diuresis and during uroflow than MVV diary (p0.04). Since cystomanometry
is performed in refractory cases, this voided value had no correlation with
clinical outcome.
d. Conclusions
Bladder volume can be estimated in several ways, each with their advantages
and pitfalls. But our data demonstrate that the alternative non invasive methods
during force diuresis and in center during 3 uroflow correlate best to each other
and to the cystomanometric values, as well to the one year outcome.

PO-043
Bone alterations in children with idiopathic hypercalciuria and treated
with thiazide diuretic and /or potassium citrate.
M. Riyuzo, I. Sousa, H. Takase, L. Carvalho
Faculdade de Medicina Botucatu-UNESP-SP, Botucatu, Brazil

a. Objectives
To describe the frequency of bone alterations in children with idiopathic hy-
percalciuria and treated with thiazide diuretic and /or potassium citrate. To
analyse the factors associated with the bone alterations in these patients.
b. Methods
A retrospective study of 128 patients with idiopathic hypercalciuria treated
with thiazide diuretic and /or potassium citrate. The bone densitometry was
obtained using dual-emission –X-ray absorptiometry with a DPX-MD. The
factors analysed were:gender, age, family history of lithiasis, presence of lithi-
asis, hyperuricosuria, calciuria, time between diagnosis of hypercalciuria and
the bone densitometry and the treatment. Univariate analyses was made by chi
squared test or the Mann- Whitney test.
c. Results
We evaluated 128 patients , 65male, aged 2,33 to 16,5 years old at diagnosis of
hypercalciuria. The time between diagnosis of hypercalciuria and the bone
densitometry was 14 years. Of 128 patients, 13,28 % presented bone alter-
ations; the median of z score of bone densitometry was –2,35 (p25=-2,5 e
p75=-2,1). The gender, age, family history of lithiasis, presence of lithiasis,
hyperuricosuria, calciuria, time between diagnosis of hypercalciuria and the
treatment did not differ among the patients with altered bone mineral densi-
tometry and with normal bone mineral densitometry.
d. Conclusions
The treatment of patients with hypercalciuria reduced the frequency of bone
alterations. In this casuistry there are not indentified factors associated with the
bone alterations.

PO-044
Validation of 24 h urinary concentration prophyle against diary to iden-
tify characteristics of nocturnal polyuria
A. Raes, D. Guenther, S. Wouters, C. Debusschere, N. Segers, L. Dossche, C.
Vanherzeele, J. Vande Walle
Uzgent, Gent, Belgium

a. Objectives
Nocturnal enuresis is more than bedwetting, but a symptom of a disorder
involving multiple pathogenetic factors in circadian rhythm of diuresis/solute
excretion and bladder dysfunction. Where the sum of diaper weight and
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morning voided volume, is the standard to evaluate nocturnal diuresis (poly-
uria), it does not give indices about pathophysiology. In center studies offers
the advantage of standardized conditions, and reliability of the values. A 24
hours concentration prophyle with 4 time daytime and 4 nighttime collections
offers the alternative for home based studies, but was criticized since waking
up the patient overnight might increase diuresis and solute excretion, as is
demonstrate in sleep deprivation .
b. Methods
The aim of this study was to validate nocturnal diuresis and solution excretion
to evaluate nocturnal polyuria against 14 days nighttime diary and 2 days
daytime diary.
c. Results
401 children (262M), mean age 8 y (5-18y), 24 h diuresis 1023±445 ml,
daytime 663±367 ml, nighttime 365±203 ml, No sex difference. Correlation
between volumes in diary and 24 h concentration prophyle during 24 h (p
0.036), night (r2 0.336 p 0.013) and day (p 0.012). Only 13%of patients have a
nocturnal polyuria (>130%EBV = absolute nocturnal polyuria), but up to 28%
have a nocturnal diuresis higher than 100% EBV and > than their MVV
(relative polyuria). There is no correlation between early morning osmolality
and nocturnal diuresis-rate (nocturnal polyuria)
d. Conclusions
Although the 14 days diary (diaper + morning void) is the standard method to
evaluate nocturnal diuresis (and polyuria) a home based 24 hours concentra-
tion prophyle may give additional information on pathogenetic mechanisms
involved (especially in refractory patients). The studydesign with 3 wake up
calls overnight, does not disturb the circadian rhythm of diuresis, since there is
a good correlation with the diary values. T

PO-045
Parental beliefs about the causes and treatment of childhood enuresis
C. Esezobor, M. Balogun
Lagos University Teaching Hospital, Lagos, Nigeria

a. Objectives
To determine parents' beliefs about the causes and treatment options of child-
hood enuresis and identify parental characteristics that are associated with
these beliefs.
b. Methods
Parents of children aged 5-17 years in an urban community in Nigeria were
interviewed about their views of the causes and treatment of enuresis. Parental
characteristics associated with certain beliefs about enuresis were tested using
chi square test.
c. Results
Four hundred and forty-eight (448) respondents, 75.5%mothers, were includ-
ed in the study. Among the respondents, 198 (44.2%) had at least a child with
enuresis and 1.3% had spoken to a doctor about it. The common strategies
employed by the 198 parents of children with enuresis included: waking to
void (n=97, 49.0%), punishing child (n=73, 36.9%), doing nothing (n=57,
28.8%), and restricting fluid intake at night (n=34, 17.2%). Enuresis was
thought to be due to playing too much and drinking too much fluid at night
by 69.7% and 21.2% of the respondents, respectively. Similarly, waking to
void (23.7%) and urinating on hot charcoal (20.8%) were the two most com-
mon treatment methods known to parents. In comparison with other tribes,
respondents of the Yoruba tribe were more likely to report urinating over hot
coal (25.2% v 5.8%, p=0.00) and waking to void (27.2% v 11.7%, p=0.00) as
options for treating childhood enuresis. Respondents without secondary school
education were more likely to mention herbal medications as a treatment
method of enuresis compared with those with at least secondary educational
level (16.9% v 8.5%, p=0.01)
d. Conclusions
The majority of the respondents believed that playing too much and drinking
or eating too much were responsible for childhood enuresis. Parents rarely
discussed childhood enuresis with their doctors, rather they employed self-
help measures, some of which were harmful and constituted child abuse.
Parent's tribe and educational status were associated with certain beliefs about
causes and treatment of childhood enuresis

PO-046
Frequency of pritonitis in childhood nephrotic syndrome in dhaka shishu
hospital,their bacteriological pattern and clinical profile
M. Hanif, F. Islam, S. Saha
Bangladesh Institute of ChildHealth, Dhaka, Bangladesh

a. Objectives
To detect the frequency and causative organism of peritonitis in childhood
nephrotic syndrome.
b. Methods
All types of nephrotic syndrome both new and relapse cases admitted inDhaka
Shishu Hospital were included with exclusion of recent abdominal
surgery,procedure or pathology. They were assessed for suggestive symptoms
and signs of peritonitis and suspected peritonitis cases were identified. After
counselling and taking written consent of parents blood collection and ascetic
fluid tapwere done under all aseptic measure and treatment started empirically.
All data were recorded and analysis of clinical biochemical and pathological
finding were done.
c. Results
A total of 537 children with nephrotic syndrome (NS) were admitted in DSH
within 1 year,of them 51 episodes of peritonitis were identified in 49 patients
with frequency rate of 9.2%. Two patent had 2 episodes of peritonitis. More
than 60% of cases with peritonitis came from poor socioeconomic family. Out
of 51episodes of peritonitis, microbiological evidence of peritonitis was de-
tected in 39(76.47%) cases and clinically diagnosed in 12(23.53%)cases.
Proven peritonitis cases were presented with fever and abdominal pain
100%, rebound tenderness in 74.4% cases, vomiting and abdominal distension
in74.4%,rigidity in 87.2%, diarrhoea 89.7% and peri umbilical redness in
46.2% cases. Streptococcus pneumoniae was major pathogen detected in 29
patients. ICT for Pneumococcus was done in 21 cases and positive in 10
cases(posivity rate 47.62%). S. Pneumoniae was 100%sensitive to
Ampicillin/Amoxycillin,96% sensitive to Ceftriaxone. Two cases of
Pneumococcus peritonitis were died due to septicaemia and only one had been
immunised against Pneumococcus.
d. Conclusions
Frequency of peritonitis is still very high in Childhood Nephrotic syndrome
and S. Pneumoniae remain the usual pathogen causing peritonitis. Improving
Pneumococcal vaccination coverage could be a potential strategy to decreases
the frequency of peritonitis.

PO-047
Renal involvement in patients with bilateral Wilms tumor (WT)
L.C. Lopez, M. Adragna, D. Di Pinto, W. Cacciavillano, G. Felizzia, M.
Cadario, P. Flores, L. Briones
Hospital de Pediatria Juan P Garrahan, Buenos Aires, Argentina

a. Objectives
To describe the renal involvement and outcome of pacients (p) with diagnosis
of bilateral WT treated at a single center.
b. Methods
A retrospective review of data including age, sex, type of nephron-
sparing surgery and outcome of 20 p with bilateral WT under SIOP
protocol, treated from January 2001 to December 2013 with at least 6
months of follow up. KDIGO 2012 for definition and classification of
Chronic Kidney Disease. Serum creatinine and Schwartz formula for
estimating glomerular filtration rate (eGFR). Normal albuminuria <30
mg/24 hours, proteinuria ≥ 5 mg/kg/day and/or protein/creatinine ratio
>0.2
c. Results
Age at diagnosis median 25 m (r: 0-84.2) Mean 34.8 m (±27.38). Time of
follow-up: 72.73m (r: 18.29- 175.23). 82.3% (14 p) were female. Five patients
(29.4%) had associated genetic syndromes: Dennys Drash,WARG, Beckwith-
Wiedemann, hemihypertrophy with atrial septal defect (ASD)and patient pre-
sented a no characterized genetic syndrome with mental retardation, multiple
hepatic hamartomas and ASD. All received chemotherapy followed by
nephron-sparing surgery.
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90 % WTwere synchronous (18/20) and metachronous in 2 p.

Number of Cases Kidney Contralateral kidney

2=11.8% Partial wedge Needle biopsy

1=5.8% Partial wedge Partial wedge

4=23.5% Partial wedge Heminephrectomy

2=11.8% Partial wedge Heminephrectomy

6=35.4% Nephrectomy Partial wedge

1=5.8% Partial wedge in a
horseshoe kidney

1=5.8% Partial wedge Needle biopsy

eGFR normal: 11p, Stage CKD I: 6p, stage III CKD: 1 p and stage V
CKD: 2 p (16.6%) (both with metachronous tumors). Both children
undewent chronic hemodialysis. One underwent a successful kidney
transplant. The other p continued on hemodialysis until her death.
Proteinuria and / or albuminuria was found in 5 patients. All received
ACEi or ARBs treatment.
d. Conclusions
The worst renal prognosis was in the 2 p with metachronousWT. BilateralWT
creates a unique challenge for the surgeon who must try to eradicate the tumor
and preserve as much as possible renal mass.

PO-048
Acute renal injury by pediatric evaluated prifle as factor prognosis in
intensive care unit
M.R.A.N. Silva, N.L. Bresolin
Hospital Infantil joana de Gusmão, Florianopolis, Brazil

a. Objectives
Apply the criteria of pRIFLE a pediatric population at risk for AKI and analyze
the incidence and association of the disease , as defined by pRIFLE with
mortality and length of stay in both ICU and hospital ; to describe the clinical
and demographic characteristics of patients admitted to the pediatric ICU at
Children's Hospital Joana de Gusmão ( HIJG ) with and without disease and
compare these characteristics between these two groups; assess the applicabil-
ity of pRIFLE as prognostic tool in pediatric ICU.
b. Methods
Prospective, single center, cohort study. Patients who had AKI represented the
exposed group. Subgroups were graded according to the pRIFLEmax strata
defined as the worst pRIFLE grade recorded. The X2test, Mann-Whitney and
Kruskal-Wallis were the most used tests for statistical analysis. P<0.05 was
considered significant.
c. Results
Data of 274 patients were studied. About forty-three percent (42,7%)
developed AKI. Hospital and ICU length of stay was significantly
longer at who had AKI compared with the control group (P<0.001).
Higher pRIFLEmax result was associated with greater ICU length of
stay (P<0.05); and higher PIM II score. Median PIM II scores for R,
I, and F were ,2, 3,3 e 7,7 (p<0,005) respectively. Patients with AKI
had an in-hospital mortality rate 4,5 times higher than patients without
AKI (P<0.001).
d. Conclusions
In this population, the incidence of AKI was significant, and directly associ-
ated with in-hospital mortality, and length of stay in both the hospital and ICU.
The pRIFLE classification was useful in defining AKI in the PICU, which was
a significant prognosis predictor.

PO-049
Pediatric urolithiasis: a study preliminary description
N.L. Bresolin(1), M. Fedrizzi(2), L. Amancio(2), G. Frischknecht(2), M.M.S.
Pires(2)
(1) , Brazil; (2) Universidade Federal De Santa Catarina, Florianópolis, Brazil

a. Objectives
The present study has the goal to identify different demographic characteris-
tics, metabolic abnormalities, eating habits and nutritional status assessment of
children with urolithiasis.
b. Methods
The sample group was composed of 40 individuals. All signed con-
sent form and clarified. The data collection was performed by
questioning and investigating demographic, clinical, metabolic vari-
ables, treatment and recurrence, feeding behavior and nutritional as-
sessment. The statistics output in descriptive and non-parametric sta-
tistical procedures.
c. Results
There was a predominance of boys (55%, n=22), and most patients (80%,
n=32) had some cases in the family. Abdominal pain and hematuria were the
main symptoms. Forty-five percent (n = 18) the patients were classified as
overweight and of these, eight (44%) were obese. The majority (85%, n=34)
had urinary metabolic disorder, the most common being the hypocitraturia
(60%, n=24). Of the patients who consumed more processed foods, were
identified with hypercalciuria 37.5 % (n=15). Twelve (30%) of the subjects
had high protein consumption, and of these, six (50%) were identified with
hypercalciuria and five (41, 6%) with hypocitraturia.
d. Conclusions
The study group showed a predominance of males and high prevalence of
family history of UL. Abdominal pain, hematuria, and urinary symptoms
were clinical findings identified more frequently. Was identified the
hypocitraturia and hypercalciuria as the most prevalent metabolic disor-
ders. The high prevalence of patients with UL and BMI above the normal
value for age, and description of a risk of food standard warrant future
studies to investigate metabolic changes related to obesity and dietary
habits in children with calculation. It is believed, therefore, that any child
with UL should be investigated as to multiple risk factors and etiology,
with a view to preventing recurrence and reduction of associated
morbidity.

PO-050
Angiotensin-converting enzyme I activity in sickle cell disease: dissocia-
tion of current and tissue systems
.C. .H. Ho, J.T.A. Carvalhaes, D.H. Casarini, F.A. Ronchi, J.A.P. Braga
UNIFESP, Sao Paulo, Brazil

a. Objectives
This study aim evaluated systemic and urinary activity of angiotensin-
converting enzyme I (ACE) in children with sickle cell disease and correlate
to the markers: serum lactate dehydrogenase enzyme (LDH) and the ratio
concentration of urinary albumin to urinary creatinine (UACR[ mg/g Cr])
b. Methods
This cross-sectional study compared 32 children who were carriers of SCD
with 22 children who comprised a control group (CG). Systemic and urinary
activity of angiotensin-converting enzyme (ACE) were evaluated, as were
biochemical, urinary album/ creatinine rate and estimated glomerular filtration
rate.
c. Results
The study group, composed of 32 children with SCD, mean (SD) age was 10.7
(3.4) years (range 5.7–17.9 years; median 10.4 years).
The CG consisted of 22 children; mean age of the controls was 12 (1.8) years
(range, 7.1-15 years; median, 12 years). The groups did not differ in distribu-
tion of sex (p = 0.676) or age (p = 0.258).
Urine was collected from all controls; blood was also collected from eight,
who were aged a mean of 12.1 (1.25) years (range, 10.2-13.1 years; median,
12.3 years).
Mean eGFR, serum creatinine in the SCD group was statistically significantly
higher than CG and a little difference was observed in the value of UACR
between Sickle and control group (p = 0.049) in serum ACE activity, but the
urinary ACE values were different (p = 0.003).
On the other hand, the CG showed lower concentrations of urinary ACE
activity compared with the SS (p = 0.001).
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When separate the SCD participants for UACR more than 30 mg/g or
less then 30 mg/g, Urinary ACE activity was observed among those
with UACR < 30 mg/g, and urinary ACE activity in the SCD group
was higher than that in the CG group. It was more accentuated among
those with UACR > 30 mg/g.
d. Conclusions
In this study, we observed a possible ACE disassociation between current and
tissue systems in sickle cell patients and high urinary ACE activity, suggesting
early renal tubular disease.

PO-051
Biopsy proven paediatric tubulointerstitial nephritis
M. Howell(1), N. Sebire(2), S. Marks(2), K. Tullus(2)
(1)Hospital Nacional de Ninos, San Jose, Costa Rica; (2)Great Ormond Street
Hospital for Children, London, United Kingdom

a. Objectives
Tubulointerstitial nephritis (TIN) is an uncommon condition in which the
aetiology, treatment and outcome is not well defined. The aim of this study
is therefore to describe the clinical features and outcome of children with
biopsy proven TIN.
b. Methods
All children with biopsy proven TIN presenting to our institution during a 23
year period were retrospectively reviewed for aetiology, symptoms, treatment
and longterm outcome.
c. Results
A total of 27 children (16 girls) were described. Median age was 12
years (range 8 month to 15 years). Potential adverse drug reaction was
found in 12 (44%) and infection in 8 (30%). In 13 (48%) no initiating
factor was identified. Twenty-six patients showed non-specific symptoms.
The lowest estimated glomerular filtration rate (GFR) was on median 20
(4.6-103.7) ml/min/1.73m2 and was less than 10 ml/min/1.73m2 in 5
patients and 4 of them required renal replacement therapy. All but one
patient were treated with corticosteroids due to worsening kidney function
and 4 cases with other immunosuppressive agents. The kidney function
improved in all children to a median estimated GFR of 75.7 (44.4-116.3)
ml/min/1.73m2. At last follow-up fifteen children (56%) had an estimated
GFR of less than 80 ml/min/1.73m2; 14 of 18 children tested persisted
with increased excretion of low molecular weight urine proteins. Fifteen
of 23 (65%) investigated children presented uveitis. Eight of these patients
did not have any eye symptoms and in 9 children uveitis was diagnosed
not at the same time period of TIN.

& Figure 1 Estimated glomerular filtration rate at onset and last
follow up

d. Conclusions
This series represents a subset of paediatric TIN in whom there was clinical
indication for renal biopsy, hence presenting with more severe disease than pre-
viously reported. This group were more likely to have no identifiable underlying

& Table 1 Demographic features, treatment and follow up

& Table 2 Clinical signs and symptoms and ultrasonographic features upon
presentation

& Table 3- Urinary findings and results of tubular function tests
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cause and increased requirement for corticosteroid treatment. Furthermore, more
than half of the cases developed CKD with impaired kidney functionand in-
creased excretion of low molecular weight urine proteins at follow-up.

PO-052
Prevalence and risk factors of chronic kidney disease in steady state sickle
cell anaemia patients aged 5 - 16 years seen at the university teaching
hospital, lusaka - zambia.
N. Machila(1), C. Chunda-Liyoka(2), C. Chabala(2)
(1) The University of Zambia, School of Medicine, Lusaka, Zambia; (2) The
University Teaching Hospital, Departrment Of Paediatrics and Child Health,
Lusaka, Zambia

a. Objectives
i) to determine the prevalence of proteinuria
ii) to determine the prevalence of haematuria
iii) to determine prevalence of abnormal estimated glomerular filtration rate
iv) to determine risk factors for chronic kidney disease
v) to determine the prevalence of chronic kidney disease.
b. Methods
This was a descriptive cross-sectional study which targeted childrenwith SCA,
aged 5 to 16 years, who were being seen at the University Teaching Hospital
The study was conducted over a period of one year: August 2014 to July 2015.
Study participants underwent a standard clinical evaluation during which de-
mographic and clinical data were recorded onto a structured data collection
tool. The participants underwent laboratory assessment that included the de-
termination of the urine albumin creatinine ratio, full blood count and serum
creatinine. The presence of CKD was defined as outlined in the Kidney
Disease Outcome Quality Initiative (KDOQI) 2012 guidelines. Data analysis
with regards to the prevalence and association of various clinical parameters
was done using statistical software package SPSS version 21.
c. Results
A total of 197 children were recruited into the study. The median age of the
participants was 9 year. Male to female ration being 1:1. The mean age at
diagnosis of SCAwas 22 months. The prevalence of haematuria, proteinuria
and CKD among the study participants were determined to be 14.2%, 36% and
36% respectively. None of the study participants had end stage renal disease.
Lower haemoglobin and elevated mean corpuscular volume (MCV) were
associated with CKD. CKD was not associated with age at enrolment, sex,
age a diagnosis of SCA, Vaso-occlusive crisis, abnormal liver function tests,
abnormal platelet count or BMI of study participants.
d. Conclusions
The prevalence of haematuria, proteinuria and CKD among the SCA patients
was 14.2%, 36% and 36% respectively with lower haemoglobin and elevated
MCV being risk factors for developing CKD.

02 - CAKUT, urological disorders: Clinical

PO-054
Etiologies of urinary tract infection in cases with urological anomalies
versus those without
N. Taffazoli, M. Naseri
Mashhad University of Medical Sciences, Mashhad, IRAN

a. Objectives
Children with urological anomalies are more prone to develop urinary tract
infection . This study was designed to compare etiologies of urinary tract
infection in cases with urological anomalies with those without.
b. Methods
We prospectively evaluated302 children with urinary tract infection for etiol-
ogies of infections. They categorized as those with vesicoureteral reflux and
those without (VUR + and VUR –), and cases with and without obstruction
.Totally 491 episodes of infections were assessed. Comparisons were done
between groups based on etiologies of UTI. Chi square test used for data
analysis and P value <0.05 considered as significant differences.

c. Results
Vesicoureteral reflux and obstruction were found in 41.4% and 3.3% respectively
.The etiologies of infections in VUR + case(221 episodes) were E-coli
78.7%,Kelebsiella 9%,Proteus and Enterobacter each 2.7%, Enterococcus and
Citrobacter each 2.25%,Staphilucucus coagulase positive 1.3%, Streptococcus
group B 0.9%,Pseudomonas , Staphylococcus epidermidis , Staphylococcus
saprophiticus , Morganella morgarti and Candida albicans each 0.45%.In VUR –

cases the prevalence for these organismswere 78.5%,7.4%,1.85%4.1% respective-
ly . Pseudomonas, Enterococcus, Staphylococcus coagulase positive and negative
each 1.5%, Staphylococcus epidermidis 1.1%, Citrobacter0.75%, Staphylococcus
saprophiticus and Streptococcus group A each 0.4%. (P>0.05 for all etiologies).
Etiologies in cases with obstruction (16 episodes) were E-coli 81.2%, Kelebsiella,
Citrobacter, and, Morganella morgarti each one episode (6.2%). In those without
obstruction they were 80.4%, 7.15%, 1.25%, 0% respectively (P>0.05 for all).
d. Conclusions
Etiologies of urinary tract infection in cases with urological anomalies and
those without are same; however unusual microorganisms are more prevalent
in those with urological anomalies.
Key words: UTI.children, Etiology, VUR, obstructive uropathy

PO-055
Predisposing factors for urinary tract infection in children: a single center
evaluation
N. Taffazoli, M. Naseri
Mashhad University of Medical Sciences, Mashhad, Iran

a. Objectives
Urological anomalies and dysfunctional voiding are main factors lead to de-
velopment of urinary tract infection in children. This study was conducted to
determine the prevalence of defined predisposing factors in children with
urinary tract infection.
b. Methods
During a 5- year period407 children including 345 girls (84.8%) and 62 boys
(15.2%) with UTI underwent imaging studies including kidney-bladder ultra-
sonography and voiding cystourethrography to define underlying urological
anomalies. Imaging studies were done in case of febrile urinary tract infection,
boys and girls ≤5 years after first and girls >5 years if infection repeated. In
cases with moderate to severe hydro nephrosis or hydroureteronephrosis, dy-
namic renal scan or intravenous pyelography were done to rule out obstructive
uropathies. Urodynamic evaluation was done in cases with repeated infection
and no urological anomalies, those with symptoms or imaging findings sug-
gestive of dysfunctional voiding and before surgery in cases with
vesicoureteral reflux. Enrolled cases aged 3 days to 17 years and 9 month
(median age of 20 months). Seventy five percentile of cases aged ≤ 4 years.
c. Results
A bout half of cases (47.5%) had urological anomalies including vesicoureteral
reflux (44.2%) or obstructive uropathies (3.7%), and urolithiasis was a common
finding (14.5%). Dysfunctional voiding approved by urodynamic studies and neu-
rogenic bladder mainly due to myelodysplasia were found in 14.3% of cases .In
about 1/3 of patients we didn’t find the factor responsible for urinary tract infection.
d. Conclusions
Our study showed that urological anomalies are common finding in childhood
urinary tract infection.
Key words: UTI, children, VUR, obstructive uropathy, urolithiasis, dysfunc-
tional voiding, neurogenic bladder

PO-056
Predisposing factors of urinary tract infection in children: a comparison
with considering gender and age at presentation
M. Naseri, N. Taffazoli
Mashhad University of Medical Sciences, Mashhad, IRAN

a. Objectives
urinary obstruction is more common in boys and voiding dysfunction in girls.
We aimed to define whether predisposing factors of urinary tract infection are
different based on gender and age at presentation.
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b. Methods
407 children including 345 girls (84.8%) and 62 boys (15.2%) with urinary
tract infection aged 3 days to 17 years and 9 month (median 20 months) were
assessed. Kidney-bladder ultrasonography and voiding cystourethrography
were done in all. Dynamic renal scan or intravenous pyelography were done
in case of suspected obstruction. Urodynamic evaluation was done in special
cases that indicated . Cases categorized into 6 subgroups: case with vesico-
ureteral reflux, urinary obstruction, urinary stone, neurogenic bladder, dys-
functional voiding and those with undetermined predisposing factor.
Prevalence of predisposing factors were compared in those with and those
without based on gender and age at presentation. Chi square and independent
T tests were used for data analysis, and P value <0.05 considered as significant
differences.
c. Results
Although vesico-ureteral reflux, urinary stone and neurogenic bladder were
more common in boys, the differences were not significant (P=0.121, 0.051
and 0.138 respectively).Of 15 cases with urinary obstruction, 7 were girls and
8 were boys (p=0.021).The mean±SD ages in cases with and without vesico-
ureteral reflux were 23.2±25.5 and 39±38.1 months respectively (p=0.0001),
while groups with dysfunctional voiding and those without aged 49±40.6 and
30.6±33.2 months respectively (P=0.006).
d. Conclusions
Urinary obstruction was significantly more prevalent in boys, while dysfunc-
tional voiding was significantly more common in girls. Patients with vesico-
ureteral reflux significantly were younger compared with those without,
whereas cases with dysfunctional voiding were significantly older than those
without.
Key words: UTI, children, VUR, obstructive uropathy, urolithiasis, dysfunc-
tional voiding, neurogenic bladder

PO-057
Renal scar in children following urinary tract infection
N. Taffazoli, M. Naseri
Mashhad University of Medical Sciences, Mashhad, Iran

a. Objectives
Renal scar is common following childhood urinary tract infection.We evalu-
ated the prevalence of scar formation in patients with considering role of
urological abnormalities and neurogenic defects of bladder.
b. Methods
192 children included 163 girls and 29 boys were evaluated . Their ages were 3
days to 17 years and 8 months (median 18 months). All cases underwent renal-
bladder ultrasonography and voiding cystourethrography . Dynamic renal scan
and urodynamic evaluation were done in special cases . Cases with vesico
ureteral reflux, febrile urinary tract infections in infancy, and report of scar in
kidney ultrasonography were considerd for renal scan. Patients were categorized
into 5 subgroups: cases with vesico ureteral reflux, urinary obstruction, dysfunc-
tional voiding, neurogenic bladder and those with no predisposing factor . Scar
formation was compared between groups .Data analysis was performed by Chi
square test and P value < 0.05 was considered as significant difference.
c. Results
Renal scintigrams were performed 4 months to 10 years (median 1 year) after
first infection. Totally 67.7% had a history of febrile urinary tract infection.
Renal scars were reported in 78 (40.6%)cases including 66.1% 10.9%,
7.3%and 5.2% patients with vesico ureteral reflux, obstruction, dysfunctional
voiding and neurogenic bladder respectively. Eight of 41(19.5%) cases with no
predisposing factor had scar. Renal scar was significantly more frequent in
cases with a defined predisposing factor (P=0.032), in case with vesico ureteral
reflux (P=0.005), and those with urinary obstruction (P=0.012) rather than
those without these predisposing factors .There were no significant difference
in scar formation between cases with neurogenic bladder or dysfunctional
voiding and those without (P=0.441 and 0.611 respectively).
d. Conclusions
Patients with vesico ureteral reflux and urinary obstruction are more prone to
develop renal scar following urinary tract infection.
Key word: UTI, children, renal scar

PO-058
Comparison of ultrasound measurement of the midline to orifice distance
with voiding urosonography in vesicoureteric reflux detection in children
N. Battelino, D. Kljucevsek, M. Tomazic, T. Kersnik Levart
University Children's Hospital, Ljubljana, Slovenia

a. Objectives
On the basis of the ultimately questionable clinical role of vesicoureteric reflux
(VUR) and the search for a noninvasive, radiationless/-free procedure reliable
enough to detect VUR, we conducted a study comparing the correlation be-
tween ultrasound (US) measuredmidline-to-orifice distance (MOD) and echo-
enhanced voiding urosonography (VUS) for detecting VUR in children. The
purpose of the study was to determine whether measuring MOD with US
could be a reliable predictor of VUR in children.
b. Methods
One hundred and sixteen children, aged 0.25-84 months, with 232 potentially
refluxing units, were investigated simultaneously by measuring MOD and
performing VUS. The indications for cystography were urinary tract infection
and follow-up of a previously detected VUR. VUS was performed after MOD
measurement. The results were analyzed with VUS being a reference method.
c. Results
MOD was significantly higher in VUR grade III (10.7 mm, p=0.003) and
VUR grade II (9.9 mm, p=0.001) compared to the non-refluxing units (7.8
mm), even when controlling for Vest/Vmax (Vest=estimated volume and
Vmax=expected maximal capacity). A MOD cut-off value of 7.4 mm was
chosen for either presence or absence of VUR. The sensitivity and specificity
of MOD measurement for VUR detection were found to be 89% and 24%,
respectively.
d. Conclusions
Despite the statistically significant difference between the MODs of refluxing
vs. non-refluxing units, MOD measurement still needs further evaluation in
order to predict its proper place and value among investigations for VUR
detection.

PO-059
Profile of boys with posterior urethral valves at a tertiary care center in a
developing country
S. Singh, M. Mantan, S. Khalil
Maulana Azad Medical College, New Delhi, India

a. Objectives
Posterior urethral valves are the commonest cause of obstructive uropathy in
boys.While most patients in developed countries are diagnosed with the con-
dition in the antenatal period, our patients often present late & that adversely
effects their outcome.This retrospective study was aimed to study the clinical
profile of boys with PUV that presented to our center.
b. Methods
Records of 46 boys with PUV were retrieved during the period February-
December 2015. The age of presentation, signs & symptoms, anthropometry,
MCUG findings, ultrasound & renal scan findings were recorded in a pre-
structured proforma. The data was later analyzed on an Excel spreadsheet.
c. Results
The mean age at diagnosis of PUV was 19.2 (0-102) months & the age of
presentation was 72.1 (1-108) months. The condition was detected antenatally
in 5 (10.9%) subjects only. The mean height & weight SDS at presentation
were -1.7 & -1.5 respectively. Hypertension was present in 10.9% patients.
Twenty (43.5) subjects hadmoderate to severe malnutrition& 45.7% had short
stature.The mean GFR of the subjects was 66.3 ml/min/m2. Bilateral
hydronephrosis was present on ultrasound in 26 (57.8) subjects. The mean
anteroposterior diameter on ultrasound was 22.1 mm for the right kidney &
20.8 mm for the left kidney. Significant post void residue was detected in
54.6% patients. Bilateral reflux was seen in 21.7% subjects on MCUG. The
urodynamic studies were available for 16 patients; 31.6% had significant PVR.
Detrusor instability was present in 18.8% subjects. Sixteen (34.8) subjects
underwent valve fulgration alone as the surgical procedure while 19 (41.3)
had a diversion procedure (vesicostomy/ ureterostomy) along with.
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d. Conclusions
Most patients with PUV are diagnosed postnatally in our country & have
significant renal damage at presentation.Urinary diversion procedures are re-
quired in almost half of these patients & about one fourth have abnormal UDS
findings. All these contribute to a poor long term outcome.

PO-060
Antimicrobial sensitivity pattern among CAKUT patients with UTI: A
single center experience
N. Okoronkwo(1), A. Mudi(2), T. Khumalo(3), G. Moonsamy(3), C. Levy(3)
(1) Abia State University Teaching Hospital, Aba, Aba, Nigeria; (2) Aminu
Kano University, Kano State, Nigeria; (3) Charlotte Maxeke Johannesburg
Academic Hospital, Johannesburg, South Africa

a. Objectives
CAKUT is an established cause of UTI in children. Prompt treatment of UTI in
CAKUT is very important, to avert long term complications like scarring,
hypertension and CKD. Therefore, knowledge of the antimicrobial sensitivity
pattern in this cohort of patients cannot be over-emphasized. This study ob-
jectives are to document the causative organisms and antimicrobial sensitivity
patterns in our cohort of CAKUT patients with UTI.
b. Methods
A 10 year retrospective review of CAKUT patients, who had experienced at
least one episode of UTI, was done. The rate of UTI, the types of causative
organisms isolated and the antimicrobial sensitivity patterns of these organ-
isms was documented.
cument the causative organisms and antimicrobial sensitivity patterns in our
cohort of CAKUT patients with UTI.
c. Results
One hundred and thirty four patients with CAKUT were analyzed. Fifty six
patients experienced at least one episode of UTI (42%). There were a total of
291 episodes of UTI documented among these patients. Escherichia coliwas the
commonest bacteria isolated ( (110/291) followed byKlebsiella pneumonia (72/
291). Acinetobacter baumanni was the least common of the top five bacteria
isolated (18/291). More than 90% of both E. coli and Klebsiella pneumoniae
were sensitive to Amikacin,Meropenem, Imipenem and Ertapenem, while more
than 40% of E. coli and Klebsiella pneumoniae were resistant to Amoxicillin/
clavulanate, cephalexin and Trimethoprim-sulfamethoxazole.
d. Conclusions
Escherichia coliand Klebsiella pneumonia remain the most common causative
organisms of UTI in children with CAKUT. There is a high resistance to com-
monly used oral antimicrobialsfor UTI in this group.The use of other oral anti-
microbial agents, such as nitrofurantoin, ciprofloxacin and even cefixime, should
be explored as empiric therapy for this group of patients.
ecolor:text1'>while more than 40% of E. coli and Klebsiella pneumoniae were
resistant toAmoxicillin/clavulanate, cephalexin andTrimethoprim-sulfamethoxazole.

PO-061
Is cord blood Cystatine C (CysC) predictive of renal function at one year
in neonates prenatally diagnosed with CAKUT?
A. Wilhelm-Bals(1), C. Combescure(2), M. Rodriguez(3), P. Parvex(1)
(1) Geneva University Children's Hospital, Geneva, Switzerland; (2) Dpt of
Clinical Epidemiology, Geneva, Switzerland; (3) Pediatric Research platfrom,
Geneva, Switzerland

a. Objectives
Congenital anomalies of the kidney and urinary tract (CAKUT)are the leading
cause of end-stage renal disease in children. From 2010 to 2014, all neonates
borne with CAKUT, in our University Centre, were included in a cohort study.
The aims of the study were, using Cys C as a marker of renal function, to
evaluate if cord blood CysC drawn at birth may predict CysC at one year.
b. Methods
Cys C at one year was measured in 85 term neonates with CAKUT, who had
cord blood CysC value measured at birth. Cord blood CysC of the neonates
with CAKUTwere compared to local term babies controls. Cord blood CysC
reference interval [1.5-2.6 mg/L]) has been published by our group. Kidney

malformation (KM) repartition was as follow: 34% unilateral pelvic dilatation
(UPD), bilateral (B) PD 30%, multicystic kidney disease (MCKD) 11%, dys-
plastic or ectopic K (DK) 7%, posterior urethral valves (PUV) 6%,
hyperechoic K (HK), 5%, MCKD and DK 3%, agenesis K (AK) 3%. A
Kaplan-Meier analysis was used to measure CysC normalization over time.
c. Results
Cord bloodmeans CysC inUBDandBPD1.9mg/L (±0.4) and inMCKD2.1mg/
L (±0.35) were comparable to controls. Instead, in severe CAKUT (MCKD+DK,
DK and PUV)mean cord bloodCysC 2.3mg/L (±0.6) was significantly increased
compared to controls (p=0.006). At one year, 2/3 of the neonates from the cohort
have normal CysC values. In contrary, none of the neonates (12%) with signifi-
cant CysC increase at birth have a normal CysC value at one year (p=0.0023).
Using Kaplan-Meier analyses, CysC was normal at one year in 75% BPD, 66%
PUV, 50% MCKD, 33% MCKD + DK and 33% DK (33%).
d. Conclusions
As expected neonates with severe CAKUT have a significant increased cord
blood CysC compared to controls. None of the neonates born with increase
CysC have normal CysC value at one year.
Cord blood CysCmay be useful in severe CAKUT to predict CysC at one year
and estimate the severity of renal endowment at birth.

PO-062
Posterior Urethral Valve (PUV): Racial Preponderance in a Malaysia
Tertiary Hospital & A Case Report of PUV Occurrence in Successive
Generations
Y.N. Lim(1), Y.L. Susan Woo(1), M. Appadurai(1), Y.C. Yap(1), K.M. Yiaw(1),
K. Abu Bakar(2)
(1) Institute Paediatric, Hospital Kuala Lumpur, Kuala Lumpur, Malaysia; (2)

University Malaya Medical Centre, Kuala Lumpur, Malaysia

a. Objectives
Posterior urethral valve (PUV) is the most common cause of bladder outlet
obstruction in children, and has been described to occur within families. The
aim of this study was to evaluate the racial distribution of PUV in a tertiary
hospital in Malaysia. In addition, we report a case of occurrence of PUV in
successive generations.
b. Methods
Retrospective review of medical records of Malaysian male children with a
diagnosis of PUVover a 30 year period (1984-2014) from the Nephrology and
Urology Departments of Hospital Kuala Lumpur.
c. Results
Kuala Lumpur has a multiracial population with racial distribution as such,
Malays: 44.2%; Chinese: 43.2%; Indians: 10.3% and other ethnic: 1.8%. This
survey identified 115 children who were treated for PUV, (Malays: 46.9%;
Chinese: 5.2%; Indians: 46.9% and other ethnic: 1.8%). PUV was noted to
occur significantly higher amongst Indian, and lowest amongst Chinese
(p=0.002). Otherwise, there was no notable difference in disease severity or
outcome between the ethnic groups. An occurrence of PUVinvolving a 23 year
old Indian father and his sonwas noted during the study period. Result of DNA
microarrays study of the affected father and son is pending.
d. Conclusions
The frequency of PUVswas considerably higher amongst Indian, suggesting the
role of genetic aetiology. Despite of the reported occurrence of PUV in a suc-
cessive generations of a family, there was no clear pattern of inheritance noted.

PO-063
Genital organ anomalies in female pediatric patients with CAKUT-
related ESRD
S. Kanda(1), N. Morisada(2), K. Ishuzuka(3), H. Chikamoto(3), K. Miura(3), Y.
Akioka(3), K. Iijima(2), M. Hattori(3)
(1) The University of Tokyo, Tokyo, Japan; (2)Kobe University, Kobe, Japan; (3)

Tokyo Women's Medical University, Tokyo, Japan

a. Objectives
In the general population, the rate of prevalence of genital organ anomalies in
females is 1.3–4.0 per 1000 births. Although female pediatric patients with
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CAKUT appear to occasionally have genital organ anomalies, the clinical
features of genital organ anomalies in these patients with CAKUT have not
been examined. In this presentation, we would like to clarify the relationship
between CAKUT and genital organ anormalies.
b. Methods
We performed a retrospective analysis of female pediatric CAKUT-related
ESRD patients attending the Department of Pediatric Nephrology, Tokyo
Women’sMedical University (TWMU)Hospital. The studywas in accordance
with the ethical guidelines of the Ministry of Health, Labour and Welfare,
Japan. The study was also approved by the central ethics board of TWMU
and Kobe University.
c. Results
Forty patients were included in this study. Genital organ anomalies were
found in six (15%) patients. Genital organ anomalies consisted of
bicornuate uterus in three patients, double uteri with vaginal atresia in
two, and double uteri in one. Renal phenotypes were hypoplastic kidneys
in four, single kidney in one, and multicystic dysplastic kidney in one
patient. In all patients, genital organ anomalies were diagnosed after the
start of renal replacement therapy. Two patients complained of acute ab-
domen associated with their first menstrual period. Genetic analyses re-
vealed hypoparatyroidism, deafness, and renal dysplasia syndrome (GATA
3, c.1013G>T) in one patient.
d. Conclusions
Our study showed that female pediatric CAKUT-related ESRD patients had a
frequency of genital organ anomalies of approximately 15%. Additionally,
genetic disorders responsible for kidney and genital organ development were
detected in one out of six patients examined in this study. Therefore, physi-
cians need to be aware of the possibility of genitourinary syndrome and inves-
tigate genital organ anomalies in the medical care of female pediatric patients
with CAKUT.

PO-064
CAKUT in a Paediatric Nephrology Setting: The South African
Experience
N. Okoronkwo(1), A. Mudi(2), T. Khumalo(3), G. Moonsamy(3), C. Levy(3)
(1) Abia State University Teaching Hospital, Aba, Aba, Nigeria; (2) Aminu
Kano University, Kano State, Nigeria; (3) Charlotte Maxeke Johannesburg
Academic Hospital, Johannesburg, South Africa

a. Objectives
To determine the prevalence of CAKUT and describe the different types seen
in our setting.
b. Methods
This was a 10 year descriptive retrospective review of all patientsbetween
2 weeks and 18 years of age with documented CAKUT. The different
types of CAKUT wereclassified into anomalies of the kidney, anomalies
of the collecting system, anomalies of the bladder, and anomalies of
theurethra.
c. Results
Over the study period, 691 new patients were seen at the clinic and, of
those, 138 were diagnosed with CAKUT. This gave a rate of 20% for
CAKUT. There were 109 males and 25 females giving a male: female
ratio of 4.4:1. The median age at presentation was 8.4 (1.9 - 47.7)
months. Anomalies of the urethra were the commonest 60 (45%), follow-
ed by anomalies of the kidney 53(40%), anomalies of the collecting
system 11(8%) and anomalies of the bladder 10 (7%), respectively. All
the urethral anomalies were posterior urethral valves. The prevalence of
primary VUR in our study was 4.5%.
d. Conclusions
The prevalence of CAKUT in this study (20%) falls within the range of
results reported from other studies around the world. PUV was the
commonest CAKUT while anomalies of the bladder were the lowest.
As has been described before, the prevalence of VUR in black South
African children is much lower than that described in developed coun-
tries. This has implications when designing algorithms for the investi-
gation of UTI in our setting.

PO-065
Atomoxetine Ameliorates Nocturnal Enuresis with Subclinical ADHD
Y. Ohtomo(1), T. Hara(2), A. Endo(2), D. Umino(1), S. Fujinaga(3), T. Shimizu(2),
S. Niijima(1)
(1) Juntendo University Nerima Hospital, Tokyo, Japan; (2) Juntendo
University Graduated School of Medicine, Tokyo, Japan; (3) Seriatim
Children's Medical Center, Saitama, Japan

a. Objectives
Comorbid ADHD (attention-deficit/hyperactivity disorder) has been regarded
important in refractory cases of NE (nocturnal enuresis).
(Vande Walle J, Rittig S, Bauer S, Eggert P, Marschall-Kehrel D, Tekgul S
(2012). Practical consensus guidelines for the management of enuresis. Eur J
Pediatr 171(6):971-983.)
b. Methods
We treated 265 new patients with nocturnal enuresis at Juntendo University Nerima
Hospital&Musashi-murayamaHospital (Tokyo, Japan) sinceMay2013 toOctober
2014, with ages of 6 – 14 (198 cases with MNE and 67 cases with NMNE). With
the routine intervies and physical examinations at the patients’ first visits, we had
excluded the possibility of comobid ADHD and its related disorders. Patients with
MNEwere treated with or desmopressin and/or alarm and those with NMNEwere
treatedwith anti-cholinergics and/or alarm.At 12-weeks after the treatments, 52with
MNE and 13 with NMNEwere classified as PR or NR. These 65 patients were re-
assessed whether they had cormobid ADHD, and 24 patients (15 with MNE and 9
withNMNE)met the diagnostic criteria. Theywere treatedwith atomoxetine (ATX)
(1.8mg/kg/day) in addition to ongoing therapy for enuresis.
c. Results
After 8-weeks ATX therapy, the average wet nights per months were signifi-
cantly decreased: 17.1 to 2.7 in MNE (P=0.0007) and 23.2 to 11.4 in NMNE
(p=0.0117). Overall, ATX treatment was beneficial in 20 of 24 cases.
d. Conclusions
Our clinical experience support the use of atomoxetine may be one of the
options for refractory NE with comorbid ADHD.

PO-066
Ultrasound screening for congenital anomalies of the kidneys and urinary
tract in high-risk infants in Shanghai, China
Y. Gong(1), Y. Zhang(2), Q. Shen(1), Y. Bi(1), Y. Li(2), H. Xu(1)
(1) Children's Hospital of Fudan University, Shanghai, China; (2) Department
of Child Health, Minhang Maternal and Child Health Hospital, Shanghai, China

a. Objectives
The purpose of this study is to assess the incidence of CAKUT in high-risk
infants and explore appropriate mode of postnatal urinary ultrasound screening
and follow-up management in Shanghai, China.
b. Methods
Based on the three-level transferring system, high-risk newborns were identi-
fied in community health service and then transferred to localizedmaternal and
child health hospital (MCH) for routine health checks and ultrasound screen-
ing of CAKUT. Cases with Renal pelvis dilation (RPD) and other abnormal
findings were followed-up inMCH or referred to Children's Hospital of Fudan
Universuty for further examination and specific diagnosis according to the
criteria and management designed previously.
c. Results
Based on the three-level transferring system, high-risk newborns were identi-
fied in community health service and then transferred to localizedmaternal and
child health hospital (MCH) for routine health checks and ultrasound screen-
ing of CAKUT. Cases with Renal pelvis dilation (RPD) and other abnormal
findings were followed-up inMCH or referred to Children's Hospital of Fudan
Universuty for further examination and specific diagnosis according to the
criteria and management designed previously.
d. Conclusions
There was a high positive rate of RPD in high-risk infants. Integrating urinary
ultrasound screening in routine health checks of high-risk newborns for early
detection and management of CAKUT should be feasible in Shanghai,
China.Ã'Â
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PO-067
Neonatal ultrasonographic screening for CAKUT- does it make any sense
in the era of antenatal examinations?
T. Jarmolinski(1), B. Marszalska(2), H. Marciniak(1), J. Szczepanik-Boron(3)
(1) Pediatrics, Regional Hospital, Międzyrzecz, Poland; (2) Pediatrics and
Neonatology, Regional Hospital, Międzyrzecz, Poland; (3) Radiology,
Regional Hospital, Międzyrzecz, Poland

a. Objectives
In spite of widely accepted guidelines concerning antenatal diagnosis of renal
abnormalities data from these exams may be ambiguous and postnatal screen-
ing delivers additional information. The aim of the study was to estimate the
value of ultrasonographic screening for CAKUT performed in neonatal unit.
b. Methods
635 neonates had abdominal ultrasonography (USG) performed by the same
radiologist betweenMarch 2014 and February 2016 (87% of all babies born in
our hospital). Children with abnormal urinary tract (renal pelvis A-P diameter
> 5mm, dilated ureter, abnormal volume and/or echogenicity of the kidney,
renal cysts) were followed up in nephrological outpatient till the final diagno-
sis. USG was repeated in 4-6 weeks and every 3 months and other imaging
techniques (voiding cystourethrography, radioisotopes and intravenous
pyelography) ordered when needed.
c. Results
104 neonates were transferred to the clinic for abnormalities found in the first
USG. Among them 11 finally presented with different kinds of CAKUT (2 -
hypoplastic kidney, 2 - unilateral hydronephrosis, 2 - unilateral megaureter and
single cases of bilateral hydronephrosis, bilateral megaureter, posterior urethral
valves [PUV], multicystic dysplastic kidney and segmental renal dysplasia)
and 1 with ADPKD (1,9% of all neonates included into the study). Only 4 of
these children had any data about abnormal prenatal USG, neither ADPKD
nor PUV patient among them.
d. Conclusions
Most abnormalities found in urinary tract in neonatal USG screening are
of no clinical value, however, the procedure selects the group of patients
for further evaluation. Taking into account varied level of antenatal diag-
nostics and poor information exchange between obstetricians and pediatri-
cians neonatal USG screening seems to be an important tool in diagnosis
of CAKUT in children.

PO-068
Comparison between diuretic ultrasound and diuretic renogram in diag-
nosis of children with primary hydronephrosis
M. Gaydarova(1), A. Boueva(2), G. Zlatanova(1), S. Ganeva(2)
(1) University Pediatric Hospital, Sofia, Bulgaria; (2) University Pediatric
Hospital, Varna, Bulgaria

a. Objectives
The primary hydronephrosis is the most frequent anomaly of the urinary tract
with frequency of 5 children per 100 000 per year. There are several methods
of differentiating the obstructive from non-obstructive ones. The aim of this
study is to compare diuretic ultrasound as less invasive and diuretic renogram
in evaluation of primary hydronephrosis.
b. Methods
From September, 2011 till December, 2011 in our nephrology and dialysis
clinic were investigated 9 children ( 6 girls and 3 boys ) with primary
hydronephrosis aged from 50 days to 7 years. In this observation were includ-
ed children with anterior-posterior diameter (APD) of renal pelvis above 10
mm. During the diuretic ultrasound 0,3 mg/kg of furosemide was infused and
the grade of the hydronephrosis in the 30, 60 and 90 minutes was measured.
Depending on the change of APD, kids were put in three groups: 1-st with
obstructive hydronephrosis with increasing of APD till and after 90-th minute
after the injection of furosemide; 2-nd-with nonobstructive hydronephrosis –
enlarging of APD and folowing reduction below 10 mm after 90-th min; 3-rd-
partial obstruction- increase of APD below 10 mm at 30, 60, 90 min. 99mTc-
DTPA scintigraphy was performed as in protocol F+20 ( furosemide given
20 min after radiotracer if normal spontaneous drainage has not occured).

c. Results
In 2 cases ( 22,2%) we found obstruction with APD above 10 mm on 30, 60,
90 min. In other 2 ( 22,2%) -APD increased with 9 mm, which means partial
obstruction and in 5 children ( 55,5%) APD increased below 10 mm (
nonobstructive hydronephrosis). In 8 children diuretic scintigraphy with
DTPAwas performed and the results were the same as in diuretic ultrasound.
The parents of 1 child refused this investigation.
d. Conclusions
The incidence of primary hydronephrosis is high and there are a lot of diag-
nostical approaches. The diuretic ultrasound is a method of choice for differ-
entiating obstructive from nonobstructive hydronephrosis, with a good corre-
lation with 99mTc-DTPA renogram.

PO-069
Development and validation of a Predictive Model for Children with
Congenital Anomalies of the Kidney and Urinary Tract who will need
surgery
M.A. Vasconcelos(1), E.A. Oliveira(1), A.C. Simoes E Silva(1), C.C. Fonseca(1),
I.R. Gomes(1), A.P.M. Campos(1), Y. Vergouwe(2), E.W. Steyerberg(2)
(1) UFMG, Brazil, Belo Horizonte, Brazil; (2) Erasmus University Medical
Center, Rotterdam, Netherlands

a. Objectives
The aim of this study is to develop and validate a prognostic model for the need
of surgery in patients with congenital anomalies of kidney and urinary tract
(CAKUT).
b. Methods
This is a cohort study of 694 children with CAKUT admitted at the pediatric
nephrology unit of our institution that were followed up from 1987 to 2013.
The median age at admission was 2 months and 65%were male. The variables
studied were:gender, age at admission, renal pelvic dilatation (unilateral vs
bilateral), renal pelvic diameter, other urinary tract anomalies associated with
hydronephrosis , presence of oligohydramnios during the gestation, estimated
glomerular filtration rate, blood creatinine and alterations in 99mTc-DMSA
scan . The outcome of interest was the need for surgery. A predictive model
was developed using Cox proportional hazard analysis and backward selection
with p < 0.20. The internal validation was studied in 100 bootstrap samples.
c. Results
A total of 164 (23%) patients were submitted to surgery. The predictors associ-
ated to surgerywere estimated glomerular filtration rate at admission, initial renal
pelvic diameter, occurrence of other anomalies associated with hydronephrosis
and presence of lesions on 99mTc-DMSA scan. The C statistic was 0.84.
d. Conclusions
Our predictive model for the need of surgery may contribute to identify
CAKUT patients at high risk for surgical intervention. Further studies are
necessary to validate our model in independent CAKUT samples.

PO-070
Urinary tract infection in infants - vesicoureteral reflux and bladder
function
R.P. Bernardes, C. Caldeira, M.E. Garcia
Clinica Nefrokids, Curitiba, Brazil

a. Objectives
We investigated bladder function in pre-toilet trained infants with urinary tract
infection(UTI). The association of UTI, vesicoureteral reflux(VUR) and lower
urinary tract dysfunction(LUTD) has been described in older children but has
not been adequately studied in infants.
b. Methods
We selected Infants wearing diapers aged < 24 months, with UTI episodes that
underwent ultrasonography(US), four-hour voiding observation(4-H),
urodynamic(UD) and simultaneous voiding cystourethrography(VCU).
Bladder capacity(BC) was defined as the maximal sum of the voided volume
plus post-void residual urine volume, expressed in % of expect bladder
capacity(EBC) by the formula (age in monthsx2.5)+30, residual urine is
expressed as voiding efficiency(UV/UV+RV).
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c. Results
146 infants with a mean age of 10,9±5,9 months, 64% females and 2,2±1,2
UTI episodes. On US 64% of infants had a mild dilation of renal pelvis. 4-H
results showed: voiding frequency of 5,0±2,0 times, mean BC of 102±48%
(23%<65%, 59% from 65 to 150% and 17%>150%), mean voiding efficiency
of 77±16% (57%<80%) or 64% with residual volume>5ml. Urodynamic
showed a mean cystometric capacity of 113±53ml, mean compliance of
7,5ml/cmH2O(74%<10ml/cmH2O) and detrusor overactivity in 14%.
Spinning top urethra(STU) was found in 11% of infants. VUR was present
in 22%, unilateral in 63% and bilateral 37%- 54% grade I-II, 32% grade III-IV
and 14% grade V. 36% had renal scars on DMSA. Comparing groups with and
without VUR we find a significant difference only for the number of UTI
(p=0,023) and cystometric capacity (p=0.05) Table 1.

& Table 1. Comparison between group with and without VUR
d. Conclusions
The correlation between VUR and UTI in infants is well known. Knowledge
about significance from the findings in 4-H and urodynamic tests is sparse.We
found a high prevalence of residual urine at 4-H, low compliance at
urodynamic and cystometric capacity exceeds free voiding capacity.More
studies are necessary to know more about the role ofLUTD in infants, espe-
cially when VUR and kidney damage are present.

PO-071
Comparative study on the resolution of vesicoureteral reflux in the lower
urinary tract dysfunction
R. Paula Bernardes, R. Renno Lisboa
Nefrokids, Curitiba, Brazil

a. Objectives
The resolution of the secondary vesicoureteral reflux(VUR) is expected within
the treatment of lower urinary tract dysfunctions(LUTD). In this studywe tried
to find the differences between groups that had or not VUR resolution and that
receveid the same treatment protocol.
b. Methods
We selected 109 children, aged > 5 years treated for LUTD and presenting
VUR. They had a complete record of symptoms, image exams and
urodynamic. The standard protocol was applied according to the subtype of
LUTD - urotherapy, antibiotic profilaxy, anticholinergics, neuromodulation,
pelvic floor biofeedback(BF) and constipation treatment.
c. Results
53 children with VUR resolution were included in group I and 49 without
resolution, in group II. No difference related to age, female predominance and
treatment time, number of BF and neuromodulation sessions(p>0.05).
According the subtypes of LUTD we found a higher frequency of detrusor
overactivity(DO) associated with voiding disfunction(VD) in both
groups(p=0.17). There was a significant improvement of symptoms resolution

in both groups: urinary tract infection, enuresis, daytime incontinence, consti-
pation, fecal residue, frequency, infrequent voiding, urgency, holding maneu-
vers, abdominal pain. We found a higher frequency of VURwith degree I or II
in group I and with degree III to V in group II (p=0.007). Bilateral VUR was
more frequent in group II(p=0.007). In group II didn't occured a complete
resolution of VUR but 50% had a reduction in degree. Antibiotic profilaxy
and anticholinergics were more frequently used in group II at the end of the
study(p=0.0001 and p=0.007).
d. Conclusions
The rate of VUR resolution in children older than 5years with LUTD treatment
is higher than a natural evolution in this age, 49% had resolution, 24% degree
reduction and 27% remained with the same degree. The lower prevalence of
VUR resolution correlated only with the degree and laterality as shown in
other studies.

PO-072
Bladder and bowel dysfunction and Asthma
E. Garcez Fonseca, P. Garcez Fonseca, M.E. Rocha, A. Castelo BRANCO,
M.D.M. Roiseman, G. Soares
Souza Marques Medical School, Rio De Janeiro, Brazil

a. Objectives
To study the association between asthma and bladder and bowel dysfunction in
children and adolescents
b. Methods
A total of 145 children and adolescents underwent routine assessment to prac-
tice physical activities. After signing the informed consent form they were
included in the study. The data from the subjects aged from 5 to 17 years of
age were analyzed. Their evaluation included: standardized anamnesis, phys-
ical examination,Dysfunctional Voiding Scoring System (DVSS), standardized
questionnaire from the International Study of Asthma and Allergies in
Childhood (ISAAC) for the diagnosis of asthma. In addition, children with
previous medical diagnosis of asthma and undergoing clinical treatment were
considered as having asthma. Roma III criteria along with the Bristol scale
were used for the diagnosis of constipation. The analysis was made using the
SPSS 19.0 version. The qui-squared test and McNemar test were used and a P
value < 0.05 was considered statically significant.
c. Results
A total of 117 subjects aged from 5 to 17 years (average age: 8.57; median age:
8.00) were evaluated. 86 subjects (73.5%) were female and 31 (26.5%) were
male. Of the 117 subjects in the study, 16 (13.7%) had lower urinary tract
dysfunction (LUTD). LUTD was diagnosed in 19.4% of female participants
and in 6.9% of themale participants. Constipation was diagnosed in 12% of all
subjects, 31% in the group with LUTD diagnosis and 8.9% constipation prev-
alence in the group without LUTD (p = 0.01). Asthma was diagnosed 18.8%
of the subjects in the study. 37.5% of patients with LUTDwere diagnosed with
asthma, while a prevalence rate of 15.8% was found among those without
LUTD (p = 0.039). Asthma was present in 42.8 % of constipated individuals
(p = 0.014).
d. Conclusions
The present study has shown association between asthma and LUTD and
between asthma and constipation, which had not been well establish for chil-
dren previously. Further studies are needed for better understanding of these
associations.

PO-073
A single-center retrospective review of congenital anomalies of the kidney
and urinary tract
S. Deki(1), K. Aya(1), S. Mariko(1), N. Tanaka(1), N. Takeda(2), N. Takeda(2), K.
Waki(1), Y. Arakaki(1)
(1)Kurashiki Centaral Hospital, Kurashiki, Japan; (2) Takeda pediatric Clinic,
Kurashiki, Japan

a. Objectives
Congenital anomalies of the kidney and urinary tract (CAKUT) is the main
cause for kidney failure in children. The screening of anomalies of the kidney
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and urinary tract at the fetal and neonatal stages is the important, but there is no
definitive method. We examined cases with CAKUT at our hospital.
b. Methods
We retrospectively reviewed the medical records in our hospital between
January 1 2005, and December 31 2014. We searched the records for diagno-
ses of hydronephrosis, renal hypoplasia, renal agenesis, renal atrophy, renal
dysplasia, cystic kidney, double renal pelvis and ureter. We excluded cases in
which the patient had died and cases in which the disease name was conflicted.
We defined grade 1 and 2 hydronephrosis as low-grade and grade 3 and 4 as
high-grade according to The Society for Fetal Urology (SFU) grading. The
study was approved by the hospital ethics committee.
c. Results
There were 168 cases with hydronephrosis from 186 cases of CAKUT at our
hospital .Other diagnoses included polycystic renal dysplasia, renal hypopla-
sia, renal agenesis, renal cysts, and Potter syndrome. There were only 3 cases
with impaired renal function, 1 case with bilateral renal hypoplasiaand 2 cases
with Potter syndrome. On initial observation, there were 142 cases with low
grade hydronephrosis and 26 cases with high-grade hydronephrosis. During
the follow-up period, acute exacerbation was observed in 2 cases with low
grade hydronephrosis when they had urinary tract infection. Cases which had
an improved grade of hydronephrosis did not have any episodes of urinary
tract infection. Among the cases with high-grade hydronephrosis, 2 cases
underwent emergency surgery in the neonatal stage and 4 cases underwent
surgery after urinary tract infection.
d. Conclusions
Most cases of low-grade hydronephrosis were stable. Urinary tract infection is
one risk factor for exacerbation of hydronephrosis.

PO-074
Prenatal risk factors for congenital anomalies of the kidney and urinary
tract
A. Soylu, H. Eroglu, S. Arslansoyu Camlar, M. Turkmen, S. Kavukcu
Dokuz Eylul University, Faculty of Medicine, Izmir, Turkey

a. Objectives
Congenital anomalies of kidney and urinary tract (CAKUT) is the leading
cause of chronic renal disease in childhood. Abnormal intrauterine conditions
as well as genetic disorders are thought to play role in CAKUT development.
In this study, antenatal factors were evaluated in CAKUT cases. Specifically,
the roles of weight gain in pregnancy and subfertility were investigated.
b. Methods
Study group included 140 CAKUT cases, while control group included 140
children having urinary tract infection without urinary malformation. Both
groups were compared for antental (gestational period, prematurity,
oligohydramios, preeclampsia, gestational diabetes, accompanying malforma-
tion, in vitro fertilization), maternal (age and body weight at the onset of
pregnancy, weight gain during pregnancy, systemic disease, smoking, alcohol,
medications) and familial (consanguinity, renal disease, urinary malformation)
parameters.
c. Results
Gestational period was shorter, prematurity rate, parity, oligohydramnios, ac-
companying malformation, weight gain in pregnancy and familial renal dis-
ease were higher in study group. In vitro fertilization due to subfertility was
present in only two cases in study group.
d. Conclusions
Weight gain in pregnancy and parity were determined to be risk factors for
CAKUT. However, population based studies are needed to determine the role
of subfertility.

PO-075
Effects of therapeutic intervention after multidisciplinary assessment in
pediatric patients with monosymptomatic nocturnal enuresis (MNE)
S.N. Fagundes(1), A.S. Lebl(1), L.M.A. Soster(1), G.J. Sousa E Silva(1), E.F.
Silvares(2), V.H. Koch(1)
(1) Instituto da Criança HCFMUSP, São Paulo, Brazil; (2) Instituto De
Psicologia Da Universidade De São Paulo, Sao Paulo, Brazil

a. Objectives
Objective:Studies evaluating the efficacy of treatment of MNE patients with
nocturnal alarm and/or desmopressin by amultidisciplinary team are few in the
literature.
b. Methods
Methods:Prospective study of children aged 6-16 years, with MNE, diag-
nosed by multidisciplinary assessment using: structured clinical evaluation,
daily eliminations diary, selected exams (ultrasound and laboratory tests),
polysomnography and psychological assessment (Child Behavior Checklist-
CBCL and quality of life-QL evaluation by PedsQL 4.0). Of the 140 study
participants, 58 were excluded (41.4%) for non-treatable comorbidities and/or
non-adherence to protocol, 82/140 (58.6%) patients with MNE were included
for therapeutic intervention in three treatment groups (alarm, desmopressin
and alarm with desmopressin). Intervention was evaluated in the immediate
post-intervention period (after six months of treatment) and late (12 months
after withdrawal of treatment)
c. Results
Results:The mean age was 9.5 years (2.6 SD), 62/82 (75.6%) male patients,
constipation in 81.7% patients and mild/moderate apnea in 40.7%. Prior to
randomization, 7/82 patients were cured. 75 patients were randomized to treat-
ment, 14/75 (18.7%) dropouts, especially in the alarm group (p=0.00). Initial
success (61/75 patients) was achieved: 56.6% alarm group, 70% desmopressin
group and 64% combined group (p=0.26). Continued success occurred: 70%
alarm group, 84.2% desmopressin group and 100% combined group (p=0.21).
Recurrence occurred in 3/20 patients (15%) of the alarm group and 1/19
patient (5.2%) of the desmopressin group. CBCL and PedsQL 4.0 scores
improved in comparison with treatment.
d. Conclusions
Conclusion:The three therapeutic modalities used were effective, with a
higher percentage of dropouts in the alarm group and low recurrence rate in
all groups. Therapeutic success was associated with reduction in scores for
behavioral problems and improvement in patients’QL.

PO-076
Alarm effect on sleep of patients with nocturnal enuresis monosymptomatic
S.N. Fagundes(1), L.M. Soster(1), E. Garzon(2), R.T. Alves(2), V.H. Koch(1)
(1) Instituto da Criança HCFMUSP, São Paulo, Brazil; (2) Departamento De
Neurologia HC FM USP, Sao Paulo, Brazil

a. Objectives
An episode of nocturnal enuresis (NE) occurs when the child fills the
bladder and triggers involuntary bladder emptying while asleep. When
enuresis occurs in the absence of daytime symptoms it is called
monosymptomatic NE (MNE).The pathophysiology of the disorder has
been the subject of many studies. Although no alteration of sleep pattern
of patients with NE has been reported by polysomnography (PSG), to
date there are no reports on the interference of alarm therapy on patients’
sleep pattern by PSG.
b. Methods
81 children and adolescents with MNE underwent alarm therapy,
desmopressin and combined therapy after consent and ethical approval. The
study was funded by FAPESP. Pre and post intervention PSG parameters were
compared in 31 patients with sleep efficiency index above 85%.
c. Results
The analysis of the patients’ sleep pattern showed no changes in the
pre-intervention phase. However, the comparison of the effects of
therapeutic interventions in sleep architecture, showed, in patients ex-
posed to alarm therapy either by itself or in combination with
desmopressin, an increase of awakenings (p 0:00) and arousals (p
00:04), decreased sleep efficiency (p 0.05) with a tendency to increase
the time the patient is kept awake after initially asleep, with a poorer
quality of sleep.
d. Conclusions
Conclusion:The worse polysomnographic characteristics of nocturnal sleep
after therapeutic intervention with alarm suggests interference in sleep struc-
ture of patients undergoing this type of intervention.
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PO-077
Quality of life of patients withMNE and the perception of their caregivers
S.N. Fagundes, A.S. Lebl, L.M. Soster, V.H. Koch
Instituto da Criança HCFMUSP, São Paulo, Brazil

a. Objectives
Introduction: Enuresis (EN) is a clinical condition of multifactorial etiology
with characteristic involuntary urination during seep that promotes difficulties
in the child / adolescent social life. Its course may be affected by comorbidities
and by immaturity of the nervous system central control over bladder function.
The negative impact on the daily routine of the patient and his caregiver has
been described, yet few studies have compared the quality of life scores of
patients and caregivers on the patients’ quality of life before and after clinical
intervention
b. Methods
Methods: after ethical consent, the PedsQL 4.0 (Pediatric Quality of Life
Inventory) questionnaire, which consists of simple questions on problems
related to the physical, emotional, social and school-life aspects of pediatric
patients was answered by the child / adolescent withMNE , and, separately, by
their caregivers. 82 patients with MNE (and their caregivers) responded to the
questionnaire, pre and post intervention with alarm, desmopressin and alarm
with desmopressin.
c. Results
Results: 62/82 (75.6%) questionnaires were evaluated according to response of
children and adolescents and their caregivers in the four domains (physical,
emotional, social and school). Pre-intervention the patients’ scores were sig-
nificantly lower than their caregivers’ scores in the physical, social, psychoso-
cial domains (p <0.05). Post intervention all the scores were improved but still,
the patients’ scores were lower than their caregivers’ in the physical and emo-
tional domains.
d. Conclusions
. Conclusion: MNE impairs the patient’s quality of life in the social and emo-
tional domains in a magnitude that is not perceived by the caregiver, suggesting
the need for an individualized clinical follow-up of patients and their families.

PO-078
Prevalence of constipation in patients with nocturnal enuresis, clinical and
pelvic ultrasound scores.
S.N. Fagundes, A.S. Lebl, L.M. Soster, E. Ribeiro, I. Zuncher, L. Susuki,
V.H. Koch
Instituto da Criança HCFMUSP, São Paulo, Brazil

a. Objectives
Objective: Treatment of constipation has been identified as an integral compo-
nent in the conservative management approach of nocturnal monosymptomatic
enuresis,MNE.Our aimwas to evaluate the incidence of constipation diagnosed
by 4 parameters: self-report, Bristol scale, Rome III questionnaire and rectal
diameter r>3cm on pelvic ultrasound.
b. Methods
Methods: Prospective study of a cohort of 82 children with MNE, aged 7- 11
years, enrolled for treatment at a tertiary care hospital. Patients were evaluated
for constipation at first consultation by clinical scores and pelvic ultrasoun
c. Results
Results
At first evaluation: 45.1% of patients reported constipation and 7.3% patients
referred faecal incontinence; 68.3% indicated Bristol <3; 95.3% fulfilled pos-
itive Roma III criteria; 32.9% presented rectal diameter >3cm on pelvic ultra-
sound, In total, 81.7% patients fulfilled at least one positive score for
constipation.
d. Conclusions
. Conclusion In this patient cohort the prevalence of constipation was signif-
icantly greater than that reported in the general pediatric population (0.7-29%.)
The observed difference between self -reported constipation symptoms and
pelvic ultrasound results could be explained taking into consideration that slow
transit functional constipation due to colic inertia could lead to constipation
with rectal diameter <3cm.

According to some studies, MNE and recurrent urinary tract infections are
found in 30% of constipated children, but very few studies describe the inci-
dence of constipation in patients with MNE.

PO-079
Sleep disorder in children with Overactive Bladder
P. Yousefichaijan, A. Khosrobeigi
Arak University of Medical Science, Arak, Iran

a. Objectives
objectives: Children with an overactive bladder typically exhibit urinary fre-
quency, urgency, and urge incontinence. Insufficient sleep is usually the result
of difficulty initiating and/or maintaining sleep. The present investigation was
conducted to evaluate the relationship between sleep disorders and hyperactive
bladders in children.
b. Methods
methods: Participants in the nested case-control study included 132 children
referred to Amirkabir Pediatrics Clinic. Sixty-six children suffering from
Overactive Bladders designated as cases and sixty-six children referred for
other medical conditions designated as controls.
c. Results
result: The mean score of nine different sleep disorders was 0.87±0.38 for
control subjects and 1.73±2.24 among case patients. Obtained data shows
significant differences between the two groups in terms of sleep disorders
(P-value=0.001).
d. Conclusions
conclusions:The study demonstrates a significant difference between children
with overactive bladders and without it in primary insomnia, hypersomnia
disorder, circadian rhythm sleep disorder and sleep terror disorder.

PO-080
Prenatal, neonatal and nephrological management of children with renal
oligohydramnios
K. Mehler(1), C. Taylan(1), A. Vierzig(1), I. Gottschalk(2), B. Hoppe(3), A.
Kribs(1), L.T. Weber(1), S. Habbig(1)

(1)University Children´s Hospital, Cologne, Germany; (2)University Hospital,
Prenatal Medicine and Obstretics, Cologne, Germany; (3) University
Children´s Hospital, Bonn, Germany

a. Objectives
Recent advances in both, neonatal and nephrological management of children
with renal oligohydramnios (ROH) have substantially improved prognosis of
these patients.
b. Methods
We retrospectively analyzed 103 cases of prenatal ROH or severe renal disease
presented in our center between 2007 and 2015 and evaluated these on parental
decisions, prenatal, neonatal and nephrological management and outcome.
c. Results
Prenatal diagnoses were obstructive uropathies in 50%, bilateral renal agenesis
in 29% and ARPKD in 11% of cases. Syndromic diseases were found in 10%
of patients.
After prenatal counselling, 48% of parents opted for active treatment. The
decision on active treatment versus termination of pregnancy (TOP) was as-
sociated with the presence of extrarenal symptoms as well as with the under-
lying renal disease. Diagnosis of ROH was made significantly earlier in the
mothers deciding for TOP as compared to active treatment (week 19.1 versus
25.5, p < 0.001).
Forty-nine children were born alive and available for analysis of postnatal
outcome: In 7 cases, parents had decided on palliative treatment. Active treat-
ment was initiated in 42 neonates andwas changed to palliative care in 4 cases.
Thirty-five patients (92%) with sustained active treatment survived until dis-
charge, three children (8%) died (2 lung hypoplasia, 1 PFIC3).
Renal replacement therapy was initiated in 34% (n=12) of the surviving chil-
dren during the first 6 weeks of life: Discontinuation of dialysis was feasible in
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5 of these children after a median time of 15 days (range 1-26) while 7 patients
were further managed by chronic dialysis.

& Outcome of patients with ROH
d. Conclusions
The analysis of all cases of prenatally suspected ROH gave insight to the
process of parenteral decision making, prenatal and postnatal follow-up and
will thus help us in future not only to provide more substantial counseling of
families but also to prepare interdisciplinary treatment concepts adapted to
underlying diseases, prognosis and in line with parenteral decisions.

PO-081
Influence of fluid intake on functional bladder volume and nighttime
diuresis in nocturnal enuresis
M. Bouvry, A. Raes, L. Dossche, N. Debruijn, N. Seegers, C. Vanherzeele, A.
Prytula, J. Vande Walle
Uzgent, Gent, Belgium

a. Objectives
In the management of nocturnal enuresis, ICCS guidelines advises to increase
the fluid intake during the day and restrict drinking in the evening. The objec-
tive is increasing functional bladder volume and decreasing the nighttime
diuresis by eliminating more water and osmotic agents during day. This not
only a challenging task for both parents and child, especially since the bene-
ficial effect is never documented. The goal of this study is to investigate the
influence of increasing fluid intake during day on 1) functional bladder volume
and 2) nighttime diuresis, and to evaluate the adherence (compliance) to the
therapy
b. Methods
A prospective uncontrolled pilot study in children with NE. The families were
instructed to complete a day- and nighttime voiding and drinking diary during
two weeks and again after 5 weeks. At the end of the first week the children
were instructed to drink at least 1500 ml/m2 before 6 p.m. in the evening.
c. Results
Preliminary data are available in 21/51 patients who completed the study. The
drinking volume is significant higher after the first week (p<0,001), but not
anymore after 5 weeks (p=0,064). The maximum voided volume is significant
higher after increasing drinking volume (p=0,038). Although influence on
nighttime diuresis after increasing drinking volume does not reach significance
(95% confidence interval (-35, +16)), 8/11 children with an incraese of fluid
intake of 500 ml show also a significant increase of nocturnal diuresis
d. Conclusions
There is a significant positive effect of increasing drinking volume to 1500 ml/
m2 on functional bladder volume in children with NE, but rather an increase in
nocturnal diuresis , what would have a negative effect on bedwetting.
Adherence to urotherapy advice by a MD is low

PO-082
Syndrome Megacystis-Microcolon-Hypoperistalsis: Case report
M.L. Cisneros, A. Figueroa, J.P. Cruzado, R. Pajuelo, A. Matos, R. Lipa
Instituto Nacional De Salud El Niño San Borja, Lima, Peru

a. Objectives
Describe a rare and deadly entity comprising nephro-urologic digestive appa-
ratus and neonatal presentation.

& Severe hydronephrosis secondary to ureteropelvic stenosis associated
with megacystis.

b. Methods
Descriptive, case report, where the clinical presentation, radiologic, pathologic
anatomic and clinical evolution of a rare and deadly entity in childhood.

& Intestinal transit.
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c. Results
Preterm infant, sixth son, 35 weeks gestational age, birth weight 2750 grams,
transferred to 17 days old by anuria, bloating and no elimination of meconium.
Physical exam: RR 45, HR 150. Awakened, hydrated, orogastric tube with
bilious gastric residuals. No runs, diastasis straight, decreased bowel sounds,
abdominal distension, mush hypogastric, indwelling urethral probe. Auxiliary
tests (Table 1). Procedures: Exploratory laparotomy finding microcolon,
megacystis, intestinal malrotation, dilated loops, bridles and adhesions is per-
formed; and vesicostomy. Evolution: Patient receiving TPN for persistent oral
intolerance. Patient died from septic shock by Klebsiella pneumoniae to 2.5
months old.

& Table 1. Auxiliary tests
d. Conclusions
Megacystis syndrome-intestinal microcolon-hypoperistalsis is a rare, severe
and functional congenital neonatal intestinal obstruction causes, with grave
prognosis, where patients do not exceed the first year of life.

PO-083
Which are the predictor factors for developing vesicoureteral reflux in
children with lower urinary tract dysfunction?
R.P. Bernardes, R.R. Lisboa, D. Braga, S.C. Melamed, L.K. Herrera, S.C.
Andrade, C.K. D'Avila
Clinica Nefrokids, Curitiba, Brazil

a. Objectives
There is evidence on correlation between VUR and changes in bladder dy-
namics, however there is no consensus about predictive factors. Among pa-
tients with lower urinary tract dysfunction(LUTD) we compared the group that
had VUR with the group that had not.
b. Methods
We selected 722 children with DTUI and complete record of symptoms and
investigation of urinary tract - ultrasound (US), voiding cystourethrography
(VCUG), urodynamic (UD) and 99mDMSA scintigraphy (DMSA). The data
found in 580 patients without VUR(group I) were compared with those found
in 142 patients who had VUR(group II). Urodynamic diagnosis was classified
as detrusor overactivity(DO) with dysfunctional voiding(DV), DO, underac-
tive detrusor(UD) and DV.
c. Results
We found no significant difference between groups I and II, in relation to age
and female predominance. Symptoms found with significance<0.05 was
enuresis(p=0.04), more frequent in group I and infrequent voiding(p=0.004),
more frequent in group II. No difference for others symptoms(p>0.5): daytime
incontinence, frequency, urgency, holding maneuvers, abdominal pain, vulvar
erythema, constipation and fecal residue. In Group II occured higher incidence

of UTI(p <0001). Pelvic dilatation was found in both groups(p=0.78). 142
patients had VUR, 70% unilateral, 30% bilateral. Among 185 units with
VUR, 42% was grade I, 24% II, 17% III, 14% IV, 3% V. Spinning top
urethra(STU) was found in 50% of group II patients(p=0.036).DMSA showed
renal scars in 24% from group I and 54 from group II.Diagnosis of DO with
DV was more frequent in group II(p <0.0001), DO in group I(p <0.0001). No
difference for UD and DV diagnosis.
d. Conclusions
Most of secondary VUR to DTUI are low grade, however the prevalence of
scarring is high. The higher frequency of infrequent voiding, UTI recurrence
and STU in reflux group suggest an obstrutive condition related to the most
common diagnostic of DO associated with DV in these group.

PO-084
Outcome of girls treated for lower urinary tract dysfunction - evaluation
of a quantitative approach of uroflowmetry
R. Bernardes, C. Caldeira, M.E. Garcia, D. Braga, S.C. Melamed, L.K.
Herrera, S.C. Andrade, C.K. D'Avila
Clinica Nefrokids, Curitiba, Brazil

a. Objectives
We evaluated the outcome of children treated for lower urinary tract
dysfunction(LUTD). Uroflowmetry is currently the first-line diagnostic tool
in the evaluation of pediatric voiding disorders, but the subjective interpreta-
tion is not reliable.We used the Flow Index(FI), recently published that correct
the flow for volume and sex, to compare from baseline point to follow up of
treated children.
b. Methods
We select girls with urinary tract infection(UTI), aged more than 4 years old,
with diagnosis of LUTD that underwent the same treatment protocol, to eval-
uate the outcome. We record the symptoms, image exams, urodinamic and
uroflowmetry parameters at baseline and after at least 10 sessions of pelvic
floor biofeedback(BF) therapy. FI measure the actual flow rate in relation to
the expected rate: AQavg/EQavg or AQmax/EQmax classifing in bell(FI 0.69-
1.1), plateau(FI<0.68) and tower-shaped flow patterns(FI>1.1).
c. Results
227 girls, mean age 7.2±2.6 years, treated for LUTD for 32±22 months-
urotherapy, BF(52±30 sessions), neuromodulation(197 patients), timer watch
use(158). We found a significant improvement in symptoms(p<0.0001).At base-
line, 65% had pelvic dilatation, 74% had detrusor overactivity associated with
dysfunctional voiding and 52% spinning top urethra. 68 patients(30%) had
vesicoureteral reflux(VUR)and renal scars were present in 38%. 50% had a
VUR resolution, 38% reduced degree and 12% retained the same VUR degree.
Residual urine> 10% was 29% decreased to 15%(p=0.0014). FI based on
AQmax/EQmax increased from 0.63±0.22 to 0.69±0.24(p=0.0001), AQave/
EQave from 0.69±0.22 to 0.76±0.23(p<0.0001).Detrusor overactivity decreased,
74 to 31% despite the reduction of anticholinergic use from 50 to 22%(p<0.001).
d. Conclusions
Clinical and urodynamic parameters allow objectively evaluate the dysfunc-
tions that affect the filling phase. In the dysfunctions that affect the emptying
phase the application of flow index in the interpretation of flowmetry greatly
improved the consistency of the results

PO-085
Renal follow up of posterior uretral valves after surgery at YGOPY
G. Georgette(1), F. Mouaffo Tambo(2)
(1) Mother and Child Centre of Chantal Biya Foundation, Yaounde,
Cameroon; (2) Yaounde Pediatric and Gyneco Obstetrics Hospital, Yaounde,
Cameroon

a. Objectives
Objectives:
Posterior urethral valves (PUV) is a very different element of congenital ob-
structive uropathy, largely due to the usually greater severity and because it
affects the entire urinary system. PUV is rare; represents 50% of end stage
renal failure (ESRF) due to malformation
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To evaluate the renal outcome of PUVafter the surgery, their growth and their
survival and to access the stage of chronic renal failure
b. Methods
Retrospective study. Were included boys with PUV who underwent surgery
from October 2007 to November 2015 at YPGOH
Were excluded children with vesicostomy
c. Results
Fourteen cases of PUVunderwent surgery resection over 8 years. There were 2
days to 8 years at diagnosis. 4 antenatal diagnoses, without mention of amni-
otic fluid. Seven (50%) of children were under 5 years and their growth chart
height for age were between -1 and + 0 z score
Five patients aged over 5 years were all underweight (<20) and their blood
pressure were under 97,5 percentile. No persistent proteinuria
Three (21.4%) patients had urinary tract infection and 2 bladder dysfunction.
Their estimated glomerular filtration rate: 4 children were at stage 3 and 3 at
stage 2 of chronic renal disease (CRD).Two were under 2 years. One showed
increasing creatininemia. Two children where on stage 1 and one on stage 4 of
CRD. Two were at ESRF, one went to Milan where he is under hemodialysis,
other died.
d. Conclusions
In our poor countries, antenatal diagnosis, the quantity of amniotic
fluid, early surgery and KIDNEYPROTECTION can lower the pro-
gression to ESRF.
Follow-up include clinical, biological parameters, ultrasound and mostly to
avoid nephrotoxic drugs .Management is multidisciplinary

PO-086
Postnatal complications in newborn with antenatal diagnosis of posterior
uretrhal valve
A. Uhlmann, G. Blos, A. Faria, L. Feldens, C. Krein, R. Moreira, M. Sehbe
Hospital Materno Infantil Presidente Vargas, Porto Alegre, Brazil

a. Objectives
To evaluate the renal and respiratory complications after teh birth of a male
newborn with antenatal diagnosis of posterior urethral valve.
b. Methods
Newborn case study with prenatal diagnosis of posterior urethral valve with
severe renal impaiment.
c. Results
Patient with cesarean history of twin pregnancy with Apgar score 5 in. the first
minute and 7 in the 5th minute. It evolved in need of endotracheal intubation at
birth. After 11 h of life was extubated. Kept in CPAP nasal. Indwelling catheter
performed. Within 2 days of life started intravenous antibiotics for clinical
worsening. Began sodium bicarbonate due to metabolic acidosis. Started con-
servative treatment for maintining diuresis preserved. Seven daya of life had
respiratory failure. The patient developed pulmonary hypertension, coagula-
tion disorders and seizures. Needed exchange of antibiotic, nitric oxide, sil-
denafil, milrinone, dopamine and dobutamine. The patient developed edema
unresponsive to diuretic. Suitalbe peritoneal dialysis with 17 days of life, but
no clinical conditions for placing tecnckhoff. With 23 days started peritoneal
dialysis. ITevolved with progressive improvement of edema and improvement
of ventilatory and cardiac conditions. Extubated with 37 days of old. Held
fulguration of posterior uretral valve 1 month and 23 days. Kept peritoneal
dialysis pr 35 days. Mantining good diuresis after fulguration procedure of
posterior uretrhral valve. Discharge with 3 months old with good urine outpute
and creatinine of 1mg/dl.
d. Conclusions
Newborn wih severe uropathy requires to be born in hignly complex hospital.
Despite the bad prognosis, the newborn evolved well with treatment..

PO-087
A case of an ectopic ureter with vaginal insertion.
T.G. Ferreira(1), P.f. Gama(2), M. Cammarota(3), T. Reis(4), M.l. Reis(1)
(1) Clínica De Doenças Renais De Brasília, Brasília, Brazil; (2) Clinica Vilas
Boas, Brasilia, Brazil; (3) Uromedica, Brasilia, Brazil; (4) Hospital Do Rim,
Sao Paulo, Brazil

a. Objectives
Congenital abnormalities of the lower urinary tract are a significant cause of
morbidity in infants. Among this diaseases, Ectopic Ureter refers to an opening
of the distal ureter that is not placed in the bladder trigone. . It is seen 2-12
times more frequently in females than males. We present a case of ectopic
ureter.
b. Methods
Case report
c. Results
. The association of an ordinary voiding patter along with continuous
incontinence is a pathognomonic characteristic of lower sphincteric ureter-
al opening. Most of the imaging methods do not provide enough infor-
mation to diagnose this entity when they are used alone. We report the
case of a 35 months old toddler suffering from urinary incontinence and
several episodes of urinary tract infections (UTI). Namely, at least 4
episodes of UTI occured when she was 15, 24, 29 and 35 months old.
By 30 months of age, this child stopped to use diapers, followed by the
sensation of continuos urinary leakage. She also presented urinary holding
maneuvers and constipation. Her parents denied family history of kidney
disease. Urine and blood tests were normal, urinary culture was negative.
Abdominal ultrasound revealed a single left kidney with vicariance.
Cystourethrogram was stopped before the voiding phase due to infant’s
pain complaints. DMSA Renal scintigraphy showed 97,5% of relative
function from the left kidney, contrasted to 2,5% of the right kidney.
Urology CT scan pointed out the presence of an ectopic right ureter with
distal vaginal insertion. The right kidney and the right ureter were surgi-
cally removed. The child’s recovery was uneventful. During outpatient
appointments urinary incontinence was terminated and no more UTI ep-
isodes were diagnosed.
d. Conclusions
The association of an ordinary voiding patter along with continuous
incontinence is a pathognomonic characteristic of lower sphincteric
ureteral opening.

PO-088
Urinary markers in children and adolescents with vesicoureteral reflux
M.A.B. Tanaka, M.A.P. Cançado, M. .A. Boim, M.A. Dalboni, J.T.A.
Carvalhaes
Federal University of São Paulo, São Paulo, Brazil

a. Objectives
Vesicoureteral reflux (VUR) is a urinary tract malformation common in child-
hood. The urinary tract infection (UTI) and VUR are risk factors in the forma-
tion of renal scarring, known as Reflux nephropathy. The aim of this studywas
to identify noninvasive biomarkers of renal scarring in children and adoles-
cents with VUR.
b. Methods
A cross-sectional study which evaluated 28 patients between 0-18 years
diagnosed with vesicoureteral reflux after a first or second episode of
urinary tract infection. Patients had no evidence of current UTI. Renal
scars were evaluated by 99mtechnetium dimercapto-succinic acid renal
scan (DMSA) and classified as mild, moderate and severe. Urinary
markers , Transforming growth factor beta-1 (TGF-β1) and
Neutrophil-gelatinase associated lipocalin (NGAL), were measured by
ELISA.
c. Results
Patients were divided into two groups: patients without renal scarring
(n=10) and patients with renal scarring (n=18). Patients with renal scarring
presented higher urinary NGAL levels than those without renal scarring
(p=0.001), being higher in those with a high-grade VUR (p=0.015). No
significant differences in the urinary TGF-β1 levels between the groups
were observed (p=0.227). The diagnostic performance in the detection and
reduction of DMSA uptake was evaluated using the ROC Curve. The
AUC was of 0.62 (IC 95%: 0.4 - 0.8) for TGF-β1 and of 0. 85 (IC
95%: 0,7 – 1,0) for NGAL. No correlation was identified between
NGAL levels and degree of renal scars.
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& ROC curve
d. Conclusions
Urinary TGF-β1 levels was not a diagnostic biomarker with good accuracy for
identify renal scarring, whilst the increase in NGAL concentrations points to a
damage in renal parenchyma, which suggests it may be useful as a noninvasive
diagnostic or prognostic biomarker for renal scarring.

03 - CAKUT: Developmental biology, genetics

PO-089
A case of RHPD1 involving a mutation in the NPHP3 gene that was
diagnosed by next-generation sequencing analysis in which Alagille syn-
drome was initially suspected based on the patient's clinical symptoms
R. Tanaka(1), A. Shiratori(1), T. Nakagawa(1), K. Kanda(1), N. Morisada(2), K.
Iijima(2)
(1) Hyogo Prefectural Kobe Children's Hospital, Kobe, Japan; (2) Kobe
University Graduate School of Medicine, Kobe, Japan

a. Objectives
Alagille syndrome (AS) is a systemic disease that mainly presents with cho-
lestasis, and approximately 40% of patients have renal involvement. Causative
mutations have been identified in the JAG1/NOTCH2 genes, but nomutations
are detected in some cases. We experienced an extremely rare case of renal-
hepatic-pancreatic dysplasia1 (RHPD1) that was definitively diagnosed via
next-generation sequencing (NGS) analysis, in which AS was initially
suspected based on the patient’s clinical findings.
b. Methods
Case report
c. Results
A 1-month-old girl was referred to our hospital due to poor weight gain and
jaundice. A blood test revealed hyperbilirubinemia and renal dysfunction. The
imperfect type of AS was suspected due to the detection of atrophy of the
intrahepatic bile duct and cholestasis by liver biopsy, and pulmonary artery
stenosis and bilateral kidney dysplasia by sonography. Her renal insufficiency
progressed rapidly, and PD was started soon. We detected compound hetero-
zygous mutations (3402_3403delTG, 1817G>A) in the NPHP3 gene using
NGS analysis and diagnosed her with RHPD1. Her parents both had hetero-
zygous NPHP3 gene mutations.
d. Conclusions
Homozygous or compound heterozygous mutations of the NPHP3 gene can
cause RHPD1 or nephronophthisis type 3. RHPD1 is an extremely rare dis-
ease, and there have not been any reports about this condition from Japan.
Most patients with RHPD1 die of renal insufficiency or liver failure during the
perinatal period, but there have been some reports about survivors
with/without long-term hepatic bile congestion. No previous studies have

detected an association between AS and the NPHP3 gene, but the clinical
features of AS and RHPD1 overlap with each other. Therefore, NPHP3 gene
mutations might contribute to hereditary disorders involving cholestasis, such
as cases of AS involving renal disease. In rare hereditary diseases that are
difficult to definitively diagnose based on clinical symptoms, NGS analysis
is extremely useful.

PO-090
Use of whole exome technique to search for genetic variants inmegaureter
A.C.S. Santos JR(1), E.A. Oliveira(1), L. Bastos-Rodrigues(2), R.G.C.D.C.L.
Cardenas(1), A.C. Simoes E Silva(1), D.M. Miranda(1)
(1) UFMG, Brazil, Belo Horizonte, Brazil; (2) UFJF, Governador Valadares,
Brazil

a. Objectives
Megaureter constitutes one of the phenotypes of CAKUT and represents a
condition whereby the ureter is abnormally dilated. This study aimed to inves-
tigate a pair of monozygotic twins discordant for megaureter and his parents
for genetic variants using the Whole Exome technique.
b. Methods
We included 11 non-related individuals with defined diagnosis of megaureter
and a pair of monozygotic twins discordant for megaureter. Patients were
followed at the Pediatric Nephrology Unit, UFMG. Megaureter was consid-
ered if the ureter diameter were superior to 7 mm at US. This study was
conducted in accordance to the principles in the Declaration of Helsinki.
DNA was extracted from peripheral blood and then sequenced using the
Whole Exome technique. Prioritization strategies for candidate genes were
used.
c. Results
The proband and his twin brother shared 35,990 (88.96%) SNVs in common
positions. From these, 35,695 (99.2%) resulted in common genotypes. The
proband shared 29,516 (59%) SNVs and 27,114 (52.58%) SNVs in common
positions with his father and mother, respectively. From these, 5,842 (20%)
and 6.019 (22%) resulted in distinct genotypes when compared to his father
and mother, respectively.
After applying filters for SNVs prioritization we identified 81 SNVs present
exclusively in the proband and 5 SNVs present exclusively in the proband and
in common to the pool of non-related megaureter patients. After using the
STRING tool we prioritize the SNVs found in the genes TBX3, GATA6,
GATA1, DHH, ACVRL1 and SOX2 for validation using the Sanger technic.
The SNVs found at the genes TBX3, GATA6 and DHHwere not confirmed in
the proband.
d. Conclusions
With this study new genes have emerged as possible candidates in the devel-
opment of the megaureter, with special interest in the GATA1, ACVRL1 and
SOX2 genes. The validation of these genes using the Polymerase chain reac-
tion (PCR) Sanger sequencing method to confirm our findings is still in
progress.

PO-091
HNF1beta mutation in children in New SouthWales: A review of presen-
tation and renal phenotype
H. Mccarthy(1), A. Durkan(1), F. Mackie(2), S. Kennedy(2), S. Alexander(1)
(1) The Children's Hospital at Westmead, Westmead, NSW, Australia; (2)

Sydney Children's Hospital, Sydney, Nsw, Australia

a. Objectives
A study to describe the mechanism of presentation and the renal phenotype in
prevalent paediatric patients identified with HNF1beta mutations across New
South Wales (NSW), Australia.
b. Methods
The two tertiary renal units in Sydney serve a paediatric population of 1.7mil-
lion in New South Wales. HNF1beta mutation is suspected on the basis of
echogenic kidneys antenatally with cortical cysts noted postnatally or cystic
normal size/small kidneys identified in childhood, with or without
hypomagnesaemia and a family history of renal cysts or diabetes. Initial testing
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is undertaken with CGH array and if negative, further sequencing/MLPA is
sought. A review of medical records was made for those prevalent patients
who have been previously identified with a mutation.
c. Results
Nine patients across the two units were identified. 7/9 were detected antena-
tally with echogenic kidneys bilaterally and confirmed postnatally as having
cortical cysts. Cysts often developed in the first year of life andwere associated
with kidneys smaller than that expected for age and height. Extra renal man-
ifestations were uncommon as were hypomagnesaemia and hyperuricaemia in
childhood. Family history was present in only one family where the mother
had persistent hypomagnesaemia but normal renal ultrasound.

& Table 1. Description of prevalent patients with HNF1beta mutation
identified

d. Conclusions
HNF1beta mutations remain a rarely identified cause of congenital anomalies
of the kidney and urinary tract in paediatric nephrology. There may not be an
associated family history or phenotypic clues of hypomagnesaemia and
hyperuricaemia.
These mutations are increasingly being recognised as a cause of adult renal
presentation and it is therefore likely that paediatricians are missing cases that
present atypically. Given testing with CGH array is rapid and cheap, and reveal
the majority of mutations, it seems prudent to be looking more frequently
especially as there are wider implications for the patient and family concerning
risk of diabetes in later life.

04 - Urinary tract infections

PO-092
Flushing of the vagina and the prepuce - A cause for contaminated urine
cultures in children
N. Hooman(1), M. Easty(2), K. Tullus(3)
(1) Ali-asghar Childrem Hospital, Iran University Of Medical Sciences,
Tehran, Iran; (2) Department of Radiology, Great Ormond Street Hospital
for Children,, London, United Kingdom; (3) Nephrology Unit, Great Ormond
Street Hospital for Children, London, United Kingdom

a. Objectives
An uncontaminated urine culture is necessary for the diagnosis of a urinary tract
infection. This may be difficult to obtain in small children. We have studied the
frequency of ballooning of the prepuce in non-circumcised boys and vaginal
reflux in girls during voiding as a possible cause for contaminated urine cultures.
b. Methods
All Micturating Cysto Urethrograms, (MCUG) performed in our institution over
the last five years in children aged 0-15 years were reviewed for ballooning of

the foreskin or vaginal reflux as a potential source of bacterial contamination.
The voiding pictures were routinely done with the catheter taken out.
c. Results
A total of 526 children (77.4% boys, 22.6% girls) were eligible for the study.
One hundred and fifteen (38%) boys showed ballooning of their foreskin on
the micturition pictures. This was significantly more frequent in boys younger
than 12 months (OR: 4.1 (95% CI 2.1-7.3)) and in boys with vesicoureteral
reflux (OR:1.6 (95% CI 1.06-2.4)). Seventeen girls (14.3%) showed vaginal
reflux. No correlation with age or vesicoureteral reflux was found in the girls.
d. Conclusions
Ballooning of the prepuce or vaginal reflux was seen on a fluoroscopicMCUG
in a large proportion of children during their voiding. This normal phenome-
nonmight cause contaminated urine cultures when the urine is obtained by bag
or clean catch.

PO-093
Etiologies and types of urinary tract infections in children: A comparison
between genders
N. Taffazoli, M. Naseri
Mashhad University of Medical Sciences, Mashhad, Iran

a. Objectives
Limited data are available about differences of etiologies and types of infec-
tions based on sex. This study was conducted to compare the etiologies of
urinary tract infection (UTI) and types of infections between genders.
b. Methods
649 episodes of UTIs were assessed in 420 cases aged 3 days to 17 years and 9
month (median 20 months). They included 87.4% girls and 12.6% boys
(F/M=6.9/1).Prevalence of each etiologies were compared between girls and
boys and P value ≤ 0.05 was considered as significant difference.
c. Results
The etiologies were E-coli (78.73% ), Kelebsiella (7.25% ), Enterobacter
(3.1%), proteus (2%), Enterococcus (1.7%),Citerobacter(1.4%)
,Staphylococcus coagulase positive (1.4%), Staphylococcus epidermidis(1.1%
),pseudomonas (0.9%), Staphylococcus coagulase negative(0.8%),
Staphylococcus Saprophiticus (0.5%),streptococcus group B (0.3%), strepto-
coccus group A(0.16%),Candida Albicans(0.16%)Morganella morgarti
(0.16%),Acintobacter (0.16%), and Shigella (0.16%). Febrile infections in
girls and boys were 39.4% and 51.6% respectively. Febrile infections were
more prevalent in boys (P=0.059).
In overall 91.8%,83%,100%, 76.9%,81.8%, 66.6%, 77.7%, 85.7% ,
66.6%,80% ,66.6%,50% of E-coli, Kelebsiella, Enterobacter, proteus,
Enterococcus, Citerobacter, Staphylococcus coagulase positive,
Staphylococcus epidermidis, pseudomonas aeruginosa, Staphylococcus coag-
ulase negative, Staphylococcus saprophiticus, streptococcus group B in were
reported in girls respectively .There were no significant differences in etiolo-
gies of infections based on gender. (P>0.05 for all, P=0.115 and 0.129 for
Proteus and Entrobacter infections respectively).
d. Conclusions
Febrile infections were more prevalent in boys as Proteus infection whichwere
twice more common in boys. Infection with Entrobacter infections were more
prevalent in girls. Key word: UTI, etiology, children, gender, febrile UTI,
afebrile UTI.

PO-094
Sensitivity and specifity of kidney ultrasonography in predicting vesico-
ureteral reflux in children with urinary tract infection
M. Naseri(1), N. Taffazoli(2)
(1) Mashhad University of Medical Sciences, Mashhad, Iran; (2) Mashhad
University of Medical Sciences,, Mashhad, Iran

a. Objectives
Normal renal sonography findings exclude a diagnosis of high-grade vesico
ureteral reflux (VUR) to a large extend in children with urinary tract infection
(UTI). This study was done to define the sensitivity and specifity of some renal
sonography findings for detection of VUR in children with UTI.
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b. Methods
Renal ultra-sonographic findings in 414 children with UTI who underwent
VCUG werecompared to define the sensitivity and specifity of some ultra-
sonographic findings in predicting VUR.The enrolled cases included 85.1%
girls and 14.9% boys aged 3 days to 17 years and 9 months (32±33.8 and
median 18 months). Some sonographic findings such as hydro nephrosis, hydro
ureter, renal scar, decreased renal size, increased echogenicity and normal renal
US compared were by Chi square test in cases with VUR and those without and
P values≤0.05 were considered as significant differences .Specifity and sensitiv-
ity of these sonographic indexes were measured by special formulas.
c. Results
Totally 183(44.2%) cases had VUR. Normal sonography was significantly more
prevalent in those without VUR (P=0.001), while hydro nephrosis and hydro
ureter were significantlymore common in cases withVUR (P=0.002 and 0.0001
respectively).The sensitivity of presence of hydro nephrosis, hydro ureter, renal
scar, decreased renal size increased echogenicity on renal ultrasonography for
predicting VUR were 37.7%,10.9%,99.1%,89.6% and 99.5% respectively
,whereas the specifity of these findings were 76.6%, 97.8%,99.1%,89.6% and
99.5% respectively .The sensitivity and specifity of normal renal ultrasonogra-
phy for detection of VUR were 55.2% and 29% respectively .

& Table I
d. Conclusions
In overall sensitivity of renal US findings for detecting VUR is low, but its
specifity is high except for normal findings and hydro nephrosis.
Key words: renal ultrasonography, UTI, VUR, normal US, hydro nephrosis,
hydro ureter

PO-095
Therapeutic effect of complementary Vitamin C on pediatrics urinary
tract infection
P. Yosefichaijan, M. Khabazi, A. Pakniyat, Goudarzi
Arak University of Medical Sciences, Arak, Iran

a. Objectives
Urinary tract infectionmanifestation is different in children and it is presented with
uncommon symptoms, initial diagnosis and treatment of UTI is crucial. Vitamin C
may beneficial in UTI treatment and prevention. This study focuses on clinical
effects of vitamin C on preventing and treatment of urinary infection in children.
b. Methods
In a clinical trial study, girls aged 3 to 12 with UTI, who referred to Arak Amir
Kabir hospital 2011, July to 2012, July enrolled in the study. Patients were
divided into case and control groups by block randomized method. Patients

received intravenous Ceftriaxone 50-75mg/kg/day and oral Cefixime 8mg/kg/
day for 14 days. Patients in case group also received 250 mg vitamin C daily..
c. Results
There was significant difference between two groups about resolving of fever,
urgency, dysuria, and intermittency fallowing treatment. Although there was
no significant difference between two group about urine culture.

& Diagram (1): existing symptom related to urinary tract infection in patientswho
received vitamin C and standard treatment during 14 day treatment period.

& Diagram (2): existing symptom related to urinary tract infection in patients
who received standard treatment alone during 14 days treatment period.

d. Conclusions
VitaminC is useful in shorter periods of fever, dysuria, urgency, and intermittency, it
is suggested to add vitamin C to reduce these symptoms and hospitalization period.

PO-097
Polymorphism of the angiotensin-converting enzyme genes in children
with the reflux nephropathy.
M. Kosyreva(1), N. Zaicova(2), V. Dlin(3), E. Bondarenko(1), P. Stratulat(2), A.
Korsunskii(1)
(1)Department of Pediatrics andCommunicable Diseases, I.M. Sechenov First
Moscow State Medical University, Moscow, Russian Federation; (2) Institution
of Mother and Child Care, Kishinev, Moldova; (3) Pirogov Russian National
Research Medical University, Moscow, Russian Federation

a. Objectives
Research of the connection of the angiotensin-converting enzyme (ACE)
genes’ polymorphism in children with the vesicoureteral reflux (VUR) with
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formation of the reflux nephropathy (RN), as well as with urinary levels of
Angiotensin II (AngII) and transforming growth factor β1 (TGF-β1).
b. Methods
we examined 94 children with the VUR aged 1 to 14 years at the stage of
clinical and laboratory remission of the urinary tract infection. The research
programme included a molecular genetic studies of the ACE (I/D) gene
polymorphism/ The AngII and TGF-β1 level was measured in the morning
urine by method (ELISA). The control group to compare the distribution of the
ACE gene genotypes and alleles consisted of 100 healthy children.
c. Results
In children with the VUR the I/D genotype was predominant (54,3%), less
frequently detected was the D/D genotype (29,8%) and the most rarely detect-
ed was the I/I genotype (15,9%). The genotype correlation was the same in the
control group. It is found that in children with the 3rd-4th VUR degree the D/D
genotype was detected more frequently than in patients with the 1st-2nd VUR
degree (34% vs 26%, p<0.05). Also in children with the D/D genotype the
AngII and TGF-β1 urine level was significantly higher than in patients with
the I/D and especially the I/I genotype.
d. Conclusions
The D/D genotype predomination is determined in children with the 3rd-4th
VUR degree, however the difference of the ACE genotypes distribution
between a group of children with the VUR and a control group was not
found. It is proved that the D/D genotype of the ACE gene is an indepen-
dent risk factor of the nephrosclerosis in children with the VUR, as indi-
cated by the association of this genotype with a higher VUR degree, a
heavier RN, a more frequent violation of concentration and filtration func-
tions of the kidneys and a more significant increase of the profibrinogenic
cytokine urinary levels.

PO-098
Antibiotic sensitivity profile in urine cultures of children and adolescents
with and without ostomy
G.I.M. Castro(1), E.M.D. Soeiro(1), B.J. Pereira(2), M.A. Dalboni(2), T.H.
Mastrocinque(1), P.R. Nussenzveig(1), N.A. Cruz(1)
(1) Hospital Infantil Darcy Vargas, Sao Paulo, Brazil; (2) Uninove, Sao Paulo,
Brazil

a. Objectives
Compare the most frequent bacterial agents in urine cultures of children with
or without ostomy in a pediatric hospital and identify the pattern of antibiotic
sensibility
b. Methods
were analyzed retrospectively all urine cultures collected between January
2014 and January 2015. Negative urine cultures, mixed flora and those posi-
tive for fungi were excluded. Urine culture was considered positive if greater
colony count than 50,000 UFC/ml
c. Results
were evaluated 778 urine cultures of 423 patients, median age 8 (1 to 17
years), and 50.1% were male. Of the total urine cultures, 49.35% (n = 384)
were collected from 150 ostomy patients. In this group the most frequent
agents were: 39,3% Escherichia coli, 17,7% Klebsiella pneumoniae and
1,2% Pseudomonas aeruginosa. The similar agents frequency were obseved
to the non-ostomy patients. Antibiotics that showed higher sensitivity in
groups of non-ostomy and ostomy patients were respectively: amikacin
(87.1% vs. 91.7%), gentamicin (86.5% vs. 86.2%), meropenem (85.8%
vs. 90.9%), cefepime (77.4% vs. 79.2%) with no differences between
groups (p>0.05). However, when compared patients with or without osto-
my, in relation to oral antibiotics tested, was observed less sensivity in the
ostomy group (p<0,05) [ciprofloxacin (77,9% vs 86.8%), nalidixic acid
(56,5% vs 66%) and cefuroxime (46.9% vs 58.4%)] and in intravenous
use [ceftriaxone (53.6% vs 66.0%) and cephalothin (37.8% vs 43.7%)]
p<0,05
d. Conclusions
Although there was no difference between bacterial agents found in urine
cultures of ostomy and non-ostomy patients, antimicrobial sensibility profile
was lower for some antibiotics tested in ostomy patients.

PO-099
Characteristics and findings of childhood urinary tract infection in the
last decade
N. Sitthisarunkul, M. Uthairat, P. Dissaneewate, E. Mcneil, P.
Vachvanichsanong
Prince of Songkla University, Hat Yai, Thailand

a. Objectives
To describe the epidemiology, characteristics and imaging findings in children
with UTI.
b. Methods
We retrospectively reviewed the medical records of children aged less than 15
years who had UTI between January 2004 and December 2013 in Prince of
Songkla University, Thailand.
c. Results
365 children with 473 UTI episodes identified (186 boys and 179 girls) were
identified. The median age at diagnosis of UTI was significantly different
between boys and girls (1.1 for boys and 2.2 for girls) (p<0.001).
Overall, 287 children (78.6%) had at least one imaging study, and KUB anom-
alies were detected in 144 children (50.2%). Based on voiding
cystourethrogram (VCUG), primary vesicoureteral reflux (VUR) was detected
in 76 of 225 (33.8%) children, while four children were found to have a duplex
kidney, six posterior urethral valve and five had other KUB abnormalities. The
remaining abnormalities were detected by renal ultrasound, which found
hydronephrosis in 54 children, and one child each with a cystic kidney and a
small kidney. The 99mTc dimercaptosuccinic acid (DMSA) scan detected 61
children with dysplastic or scarred kidneys.
d. Conclusions
First UTI in a group of Thai children occurred equally in boys and girls but
earlier in boys. KUB anomalies were detected in half of the children, of which
half were primary VUR.

PO-100
Follow-up Data on 424 Danish Children after their first Pyelonephritis
A. Breinbjerg, C.V. Siggaard, J. Frøkiær, K. Kamperis, S. Rittig
Aarhus University Hospital, Aarhus C, Denmark

a. Objectives
Controversy exists regarding follow-up investigations in children diagnosed
with their first pyelonephritis. At our centre, children with upper urinary tract
infections are subjected to a DMSA or MAG3 scan to assess renal parenchy-
mal damage 6-9 months following the infection.
We aimed to analyse follow-up data on 424 consecutive Danish children after
their first urinary culture confirmed acute pyelonephritis.
b. Methods
We collected data on the clinical course in children diagnosed with acute
pyelonephritis between 2002-2014, including results of the DMSA and
MAG3 scans and renal ultrasound scans. All children with known congenital
renal and urinary tract malformations and earlier confirmed acute pyelonephri-
tis episodes were excluded.
c. Results
Of the initial population (age 1 month to 14 years), 60 children (14.1%)
presented with abnormalities in US scan, and76 (17.9%) presented with an
abnormal DMSA. Forty-two children (9.9%) presented with parenchymal de-
fects in the DMSA/MAG3 scans (35 unilateral, 7 bilateral). Thirty-four chil-
dren (8.0%) presented with unequal renal differential function on renal scans
(<40/60). Of these patients with an uneven kidney function or ultra sound
abnormalities, 36 underwent a VCUG or isotope indirect cystography and in
34 reflux was confirmed, 18 unilateral (n=16 > grade II) and 16 bilateral reflux
(n=13 > grade II). Nineteen of these patients underwent endoscopic reflux
treatment (10 unilateral, 9 bilateral.).
Of the 76 children with DMSA/MAG3 abnormalities 25 (32.8%) presented
with abnormalities in renal ultrasound.
d. Conclusions
Renal DMSA/MAG3 scans are important tools when assessing renal damage
and split function after a pyelonephritis. Whether to perform these
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investigations following the first pyelonephritis is still a matter of debate. We
find a considerable number of children (8%) with clinically significant abnor-
malities in DMSA/MAG3 scans following their first pyelonephritis.

PO-101
Behavioral disorders in patients with lower urinary tract dysfunction
(LUTD
E. Lima,R.Marciano, M.M. Vasconcelos, M. Cardoso, J. Paula, N. Pinho, E.
Oliveira
Federal University of Minas Gerais, Belo Horizonte, Brazil

a. Objectives
LUTD is a condition that affects 2-25% of the pediatric population and is
associated with emotional and behavioral disorders. Psychological factors
and lower urinary symptoms are also closely associated in children; however,
whether this is causal or coincidental is unknown. In a clinical sample, we
assessed the rates of behavioral problems in children with LUTD
b. Methods
Patients (n=90) between 6-and 18-years old (mean 11.3, SD 3.2) with LUTD
attending a specialty clinic at a tertiary outpatient clinic were recruited for this
cross-sectional study. Behavioral symptoms were assessed by parental report
on the Child Behavior Checklist (CBCL).
c. Results
Most patients in our clinical sample were girls (71.1%). Enuresis was present
in 32.2%. Hyperactive bladder was the most common LUTD diagnosed
(52.2%), 31.1% has voiding postponement and 16.7% dysfunctional voiding.
The CBCL scores showed that 56% of the children presented behavioral prob-
lems: internalizing - 55%; externalizing - 38%; Inattention - 41%. Patients with
voiding postponement had the lowest rates in total behavior problems (p =
0.036). Among the patients with enuresis, was detected higher frequency of
aggressive behavior (p=0.013), externalizing problems (p=0.001), and oppo-
sitional defiant disorder problems (p=0.007).
d. Conclusions
: The prevalence of externalizing behavior is more frequent in children with
nonmonosymptomatic enuresis (NME) and all professionals should be aware
of this comorbidity. If psychiatric disorder is present the counselling or treat-
ment of the disorder is recommended in addition to the treatment of the NME.

PO-102
Outpatient pelvic floor therapy (Biofeedback ) and Uro Vaxom compared
to anticholinergic and and antibioprophylaxia in girls with repeated uri-
nary tract infection and dysfunctional voiding.
C. Mourani
Hotel Dieu de France, Beirut, Lebanon

a. Objectives
We compare in a prospective and randomized study the treatment of girls with
repeated UTI and dysfunctional voiding . The first group (A) was treated by
pelvic floor therapy program consisting of pelvic floor relaxation biofeedback
and UroVaxom (0ne capsule per day given the first 10 days for 6 months ).The
second group (B) was treated by conventional treatment associating anticho-
linergic drugs and preventive antibiotherapy
b. Methods
Methods: The files of 82 girls (age between 5 and 12 years) with at least one
previous episode of UTI and high suspicion of overactive bladder (OBA).
OBAwas suspected on clinical signs (voiding Score ) and bladder evaluation
by ultrasound (pre and post voiding volume, thickness of the bladder) .
Fourty one girls in the group A received conventional treatment and 41 girls
were treated by conservative treatment (Biofeedback and toilet behavior). No
significant difference was noted in both groups concerning the number of
previous episodes of UTI.
c. Results
After six months of treatment and follow-up in both group , Data were col-
lected and analyzed . Data were validated and complete in only 31 patients
from group A and 35 patients from the group B . Three UTI episodes were
reported in Group A compared to 5 episodes in group B. Bladder capacity and

day time incontinence improved in 27 patients from group (A ) compared to 31
patients from group (B).
d. Conclusions
This study demonstrated that biofeedback therapy with urovaxom was as effi-
cient as conventional treatment associating anticholinergic drugs and preventive
antibiotherapy treatment on improvement of voiding dysfunction (VD ) and
number of UTI. Pelvic-floor exercise is an efficient treatment of voiding disor-
ders in children. This a physiotherapeutic, noninvasive treatment . Uro Vaxom
has been proposed in the treatment of reccurence UTI in pediatric and also adult
patients. No side effects was reported in Urovaxom compared to many side
effects noted in anticholinergic treatment and antibioprophylaxia.

PO-103
Increasing bacterial resistance to chemoterapeutics used in treatment of
urinary tract infections (UTI) in Croatian children
D. Milosevic(1), D. Batinic(2)
(1) Clinical Hospital Center Zagreb, Zagreb, Croatia; (2) Children Hospital
Srebrnjak, Zagreb, Croatia

a. Objectives
Recent analysis of bacterial resistance to common chemoterapeutics and im-
plications towards optimalantibioticselection.
b. Methods
Annual antibiotic resistance to Escherichia coli (E.coli) invasive strains, Proteus
mirabilis (P. mirabilis), Klebsiella pneumoniae, Kl.pneumoniae invasive strains,
Pseudomonas.aeruginosa and Ps. aeruginosa invasive strains were analysed.
c. Results
At least 47% of common bacteria causing UTI (E.coli, P. mirabilis) in our popu-
lation are resistant to Ampicillin. A considerable bacterial resistance to Amoxyl +
Clavulanic acidwas found forE.coli (7%) P. mirabilis (19%) and Kl. pneumoniae
(26%). Wide range of bacterial resistance to Sulfamethoxazole+ Trimethoprim
(E.coli, P. mirabilis, Kl. pneumoniae ) (24 – 41%) was found. We observed
resistance to Cephalexin, Cefuroxime and Cefixime for E.coli (9%; 7%; 6 respec-
tively), P. mirabilis (22%; 20%; 18%) and Kl. pneumoniae (41%; 39%; 32%
respectively). A low resistance to Ceftriaxone and Ceftazidime was found for
E.coli (6%; 5%),P. mirabilis (17%; 17%) and Kl. pneumoniae (36%; 12%) re-
spectively, Ceftazidime show low Ps. aeruginosa (12%) resistance. Gentamycine
and Amikacine show low bacterial resistance to E.coli (6%; 1%). P. mirabilis
(21%; 10%),Kl. pneumoniae (34%; 2%) and Ps. aeruginosa (28%; 13%) respec-
tively. Meropenem/imipenem+cilastatin, Piperacillin+Tazobactam and Cefipime
showPs. aeruginosa (12%; 15%; 1%) respectively resistance. Ciprofloxacin show
E.coli (13%), P. mirabilis (20%,) Kl. pneumoniae (34%) and Ps. aeruginosa
(24%) resistance. Despite Nitrofurantoine widespread use as UTIs chemoprophy-
lactic agent overall bacterial resistance remains very low (3%).
d. Conclusions
Bacterial resistance for Ampicilline and Sulfamethoxazole + Trimethoprim
compromise their use as first-line UTI treatment, favouring at the same time
wide range of Cefalosporins/Gentamycine. Other antibiotics should be used
only if antibacterial resistance is proved or expected.

PO-104
The relationship between urinary tract infection and urine calcium and
uric acit excretion in children
H. Evrengul(1), I. Akil(2)
(1) Pamukkale University School Of Medicine, Denizli, Turkey; (2) Celal Bayar
University School Of Medicine, Manisa, Turkey

a. Objectives
Urinary tract infection (UTI) is one of the most frequent infections in child-
hood. Due to its long-term complications, treatment and prevention of recur-
rence is important. Eventhough the relationship between hypercalciuria and
UTI has been reported in a few previous article, there isn’t any study about the
relationship between hyperuricozüria and UTI.
b. Methods
Prospective study was designed to survey the incidence of idiopathic hyper-
calciuria and hyperuricosuria in children with recurrent UTI. Children who
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were followed at the pediatric nephrology outpatient clinic with the diagnosis
of recurrent UTI were included in this study. The study group consisted of 60
children (51 girls,9 boys) with recurrent UTI who had no other systemic
diseases or medication history that could affect urinary calcium and uric acit
excretion and 30 healthy children (24 girls,6 boys) who had no systemic or
nephro-urologic diseases. Urinary calcium and uric acit excretion were studied
after remission of UTI.
c. Results
24 hours urine calcium excretion and the mean urine calcium/ creatine ratio
were similiar between two groups (p=0.18,p=0.42). 24 hours urine uric acit
excretion and the mean urine uric acit/ GFR ratio of the study group were
higher than healty children. (p=0.000,p=0.02). However frequency of hyper-
calciuria and hyperuricozuria were not different between two groups
(p=0,11,p=0,09).
d. Conclusions
Our results demonstrated that the mean urinary excretion of uric acit of the
study group was higher than healty children. But the frequency of hypercalci-
uria and hyperuricosuria was not different between two groups. Further studies
are needed to examine the association between urinary calcium, uric acit ex-
cretion and UTI.

PO-105
Heat Shock Proteins in a Rat Model of Pyelonephritis and Renal Scar
Alev Yilmaz, Zeynep Yuruk Yildirim, Mutlu Kucuk, Asuman Gedikbasi,
Cemile Pehlivanoglu, Yasemin Ozluk, Guzin Savran, E. Bilge Ayni,
Mehmet Yildiz, Isin Kilicaslan, Murat Giris, Erdem Tuzun, Sevinc Emre
A. Yilmaz(1), Z. Yuruk Yildirim(1), M. Kucuk(2), A. Gedikbasi(3), C.
Pehlivanoglu(1), Y. Ozluk(4), G. Savran(2), E.B. Ayni(4)
(1) Istanbul University, Istanbul Faculty of Medicine, Pediatric Nephrology
Department, Istanbul, Turkey; (2) Istanbul University, Instıtute of
Experimental Medicine, Istanbul, Turkey; (3) Bakirkoy Dr. Sadi Konuk
Training and Research Hospital, Biochemistry Department,, Istanbul,
Turkey; (4) Istanbul University, Istanbul Faculty of Medicine, Department of
Pathology, Istanbul, Turkey

a. Objectives
Our aim was to determine the role of Heat Shock Proteins (HSPs) in pyelone-
phritis and renal scar creating a rat model of pyelonephritis and detecting the
levels of HSPs in different occasions between onset of pyelonephritis and
formation of renal scar.
b. Methods
Sixty-four female Wistar rats enrolled in study. Escherichia Coli was injected
into kidney in test group, %0.9 NaCl was injected in controls. The test group
was divided into 4 groups including 8 rats each as well as the control group.
Blood, urine, kidney tissue samples obtained from both groups at the end of 1.,
2., 4. and 6. weeks of the injection. Levels of HSPs and TGF-β1 were mea-
sured in blood and urine by ELISA and in kidney tissue by Western Blot.
c. Results
Urine (u) HSP 20/Cr, 47/Cr and 70/Cr were higher in the test group than in the
controls in each week. uHSP70/Cr were higher at 6. week than at 1. week.
uHSP60/Cr and 90/Cr were higher in the test group than in the controls at 2.
and 6. week. uHSP60/Crwas higher at the 4. week than at 2. week. uHSP27/Cr
and TGF-β1/Cr were higher in the test group than in the controls at 4. and 6.
weeks. uTGF-β1/Cr was higher at 6. week than at 1. week. uHSP40/Cr was
higher in the test group than in the controls in each week except 1. week.
uHSP20/Cr, 47/Cr, 90/Cr and 27/Cr were not different between the weeks.
Serum (s) HSP20, 27, 40 and 70 levels were higher in the test group than in the
controls at 2. week. sHSP20 level was higher at 3. and 4. week than at 1. week.
sHSP47, 60 and TGF-β1 levels were not different between the test group and
controls in each week. sHSP47 was higher at 6. week than at 1. week. sHSP90
level was higher in the test group than in the controls at 2. and 6. week.
sHSP27, 40, 60, 70, 90 and TGF-β1 levels were not different between the
weeks.
d. Conclusions
Our results suggest that HSPs may have an important role process from py-
elonephritis to renal scar.

PO-106
Urinary tract infections in febrile children presenting to the Emergency
Department: spectrum of bacteria and antibiotic susceptibilities
G. Williams(1), J. Rakhra(2), H. Gunasekera(2), B. Marais(2), J. Craig(1)
(1) University of Sydney, Sydney, Australia; (2) The Children's Hospital at
Westmead, Sydney, Australia

a. Objectives
To describe the characteristics of children presenting with febrile urinary tract
infections (UTI), the pathogens and their antibiotic susceptibilities.
b. Methods
All children younger than 5 years presenting to our Emergency Department
with febrile illnesses during two time periods (2004-2006 and 2007-2009)
were included in the FEVER study. We extracted data on all children with
urinary tract infections. We report the characteristics of the children, the path-
ogens and their antibiotic sensitivities.
c. Results
Among 41,735 febrile illnesses, 1193 were associated with confirmed urinary
tract infections. The most common pathogens were Escherichia coli (69.4%),
Proteus mirabilis (7.6%) and Klebsiella species (5.5%). Initial antibiotics were
given intravenously (46.7%), orally (19.7%), or intramuscularly (1.9%), while
378 children (31.7%) received no antibiotic in the Emergency Department.
Our institution’s guideline recommendation (ampicillin and gentamicin) was
used for 395 children (33.1%) of whom 36 (9.0%) had organisms resistant to
both antibiotics. Escherichia coliwas as likely to be sensitive to gentamicin as
cefotaxime (97.0% vs. 98.0%, p=0.436). Comparing 2004-6 with 2007-9, we
found no significant differences in pathogen type or extended spectrum beta
lactamase (ESBL) prevalence (1.5% vs. 1.7%, p=0.82), and there was no
difference in antibiotic sensitivities for any of the following: ampicillin
(41.8% vs. 43.7%, p=0.56); gentamicin (97.8% vs. 96.4%, p=0.25); and
cotrimoxazole (75.9% vs. 75.2%, p=0.82).
d. Conclusions
We found no change in the spectrum of pathogens or ESBL prevalence be-
tween 2004 and 2009. We found no benefit from adding ampicillin to genta-
micin as first line treatment for UTI. Cotrimoxazole was an effective oral
alternative

PO-107
Infantile massive renal subcapsular haematoma with febrile infection;
case presantation
V. Stavileci(1), A. Pireva(1), H. Toro(1), A. Maloku(1), N. Ristovska(2)
(1) Pediatric Clinic,, Prishtina, Albania; (2) Pediatric Clinic,, Skopje,
Macedonia

a. Objectives
To determine the time of complementary examinations and fellow up of a child
with febrile infections.
Our case, is a six weeks boy, who presented with high temperature with fever,
cough, slight dyspnea.
Pregnancy and delivery NR. Vaccinated and taken profilaxis with Vit K 1 mg.
No history of a trauma. Family history NR.
b. Methods
On physical examination boy was pallid, slightly dyspnoik, febrile 39.5 *C.
Labs: high infective parameters: ESR 115/, CRP: 117, PCT: 0.46; Urine NR;
Hb: 87; WBC: 21.9; PLT: 359; Perferal blood smear: toxic granulocytes,
platelets present; blood pH: 7.39, Ca: 1.32. Coagulation screen: PT: 120%,
INR: 0.9, PTT: 25”
Abdominal CT: LK: sub capsular hematoma through the convexity 2x4cm.
Kidney parenchyma is preserved. There is no intraperitoneal free liquid. RK
no pathologic findings. Other findings not remarkable. EKG: NR. Heart
Ultrasound: chordae aberrant.
Abdominal Ultrasound within admition: First: parenkimal organs were with
strukture, echogenity without patologies. Renal stasis 25 mm within left
pyelon. Bladder wall was thick 67 mm.
Second: the next day : similar findings. Stasis was now in both pyelones: right:
56 mm, left: 69 mm.
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Third was done 6 days after addmition: (decrease of Htc). within left kideney
was detected unechogen shadow -bleeding susp- along the kideny convexity:
size 4.3cmx1.3cm.
Fourth: 8 days after admition: decrease of the haematoma.
Treatment as for sepsis: high dose of antibiotics(Ampicilin Gentamycin),
Vitamin K 1 mg (at presentation and further for a month). Steroides one dose.
Concentrated RBC.

& Kidney Ultrasound day six,
c. Results
Renal Ultrasound after a month; just little cikatrix no haematoma. Still
persisting no significant left pyelon dilatation 25mm.
Scintigrafy DMSA done six months after presentation, resulted with no focal
defects; LK:53%, RK: 47%.

& DMSA Scintigraphy
d. Conclusions
When a severe infection with a small age we should repeat US in order to
fellow the kideny disease.
Subcapsullar hematoma with febrile infection has a good prognosis. But
should be properly treated and fellowed.

PO-108
Prevalence of vesicoureteral reflux in neonates with urinary tract
infection
L.F. Rojas-Rosas, M.C. Isaza, L.M. Serna
Hospital General de Medellin, Medellin, Colombia

a. Objectives
To determine the prevalence of vesicoureteral reflux (VUR) in full-term and
preterm newborns with urinary tract infection (UTI) and to describe their
clinical characteristics and ultrasound (US) findings
b. Methods
We retrospectively reviewedmedical records of neonates with UTI admitted to
a tertiary care hospital from Jan 2012 to Dec 2015. UTI was diagnosed in
presence of >50000CFU/ml for a single pathogen in urine obtained by urethral
catheter. We included patients with nosocomial and community acquired UTI
c. Results
We identified 126 neonates with UTI, but included 103 who had voiding
cystourethrogram (VCUG). 75% were males (77), and the mean age of UTI
presentation was 19 days. We analyzed the patients in 2 groups: VUR (10) and
non-VUR (93). 2 patients had grade I VUR, 3 had grade II and III respectively
and 2 had grade V. Hydronephrosis was present in14,5% of 102 US examined,
and in 40% of patiens with VUR (p 0,037). The US was abnormal in all cases
of severe VUR. Patients with hydronephrosis had more risk for VUR (OR 6,5
p 0,016 IC 1,41-29,9). The sensitivity of hydronephrosis for VUR was 30%,
specificity 88%, and NPV 92%.
70% of patients with VUR had community-acquired UTI (p 0,089). E.coli was
most common causative pathogen (54), and it was similar between groups.
Neutropenia was found in 60% of cases with VUR (p 0,015) and 30% of VUR
presented with fever (p 0,003). C-reactive protein and urine test parameters
had not statistical significant difference between groups. 3 patients had recur-
rent UTI, but none had VUR. Other renal abnormalities were noted on 9,7% of
patients: 2 pyeloureteral obstructions, 2 posterior urethral valves, 2 duplicated
ureter, 2 renal dysplasia/atrophy, 1 malrotated kidney and 1 Hutch
diverticulum
d. Conclusions
The prevalence of VUR (9,7%) was lower comparing with the previously
prevalence reported in the literature. All cases of severe grade VUR had an
abnormal renal US. This suggest that a VCUG would not be routinely needed
after an UTI episode in the neonatal period.

PO-109
Evaluation of Abnormal Radiological Findings in Children Aged 2 to 36
Months Followed By Recurrent Urinary Tract Infection.
C. Ozen, P. Ertan, F. Aras, G. Gumuser, M. Ozkol, G. Horasan Dinc
Celal Bayar University, Manisa, Turkey

a. Objectives
Our aim is to determine the rational usage of imaging techniques in order to
prevent or minimize permanent renal damage in recurrent urinary tract
infections.
b. Methods
This retrospective study was enrolled children aged between 2-36
months,following-up with the diagnosis of recurrent urinary tract infection
(UTI). The age, gender, demographic characteristics, physical examination find-
ings, laboratory results along with imaging studies and treatments were record-
ed. All children had ultrasonography (USG) and DMSA scanning, 39 of them
had underwent on VCUG. Imaging methods were compared with each other in
terms of superiority in predicting renal damage that may occur in future periods.
c. Results
There were 133 children (87 girl, 46 boy)with the mean age of 32.82 ± 38.10
months included into the study. Median age of first febrile UTI was 16.69
±12.97 (0-36 months) in girls, 4.70±6.76(0-25 months) in boys. The number
of febrile UTI episodes was higher in the first year for boys. Forty three kidney
units were normal in USG of which 7 units had VUR whereas in 35 units with
abnormal USG (hydronephrosis) 22 units hadVUR. Sensitivity and specificity
of presence of hydronephrosis in USG for prediction of VUR was 75.9% and
73.5% respectively. There were 19 dilated ureters in USG, among them 14 had
VUR. Sensitivity and specificity of presence of ureteral dilatation in USG for
prediction of VUR was found as 48.3% and 89.8%; respectively. The sensi-
tivity of parenchymal thinning seen in USG for the evaluation of renal paren-
chyma was 15.9%, whereas specificity was 98.2% .Sensitivity and specificity
of DMSA for prediction of VUR was 51.6% and 72.3% respectively.
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& Table 1. Descirptive characterisitcs of study population

& Table 2. The accuracy and reliablity of diagnostic test
d. Conclusions
The normalUSG findings can’t rule out neither possibility of VUR presence nor
development of renal scarring. Therefore, we want to emphasize the need for
DMSA scanning in recurrent urinary tract infections even if having normal USG.

PO-110
Diagnostic Performance of Procalcitonin (PCT) and C-Reactive Protein
(CRP) for Detection of Acute Pyelonephritis in Children with Urinary
Tract Infection.
I. Jahan, G.M. Uddin, A. Begum
Bangabandhu Sheikh Mujib Medical University, Dhaka, Bangladesh

a. Objectives
Urinary tract infections (UTI) is a common pediatric illness and the location of
infection is closely correlated with the prognosis of the disease. The differen-
tiation between acute pyelonephritis (APN) and lower UTI by clinical mani-
festations and common laboratory tests are not sufficient. So, this study was
conducted to reach a method to differentiate upper and lower UTI.
b. Methods
This cross sectional analytic study was carried outs in the Department of Pediatric
Nephrology, BSMMU, Dhaka, between the periods of March 2013 to July 2014.
Children aged 1 month to 16 years with febrile UTI were evaluated.
Procalcitonin (PCT) was determined by chemiluminescent immunoassay.
Sensitivity, specificity, positive predictive value, negative predictive value
and receiver operating characteristic curve (ROC) were used to assess quanti-
tative variables for diagnosis APN.
c. Results
Mean age in APN group was 73.11 ± 52.29 months compared to 76.25 ± 47.23
months in lowerUTI group. The PCTandCRP values in childrenwithAPNwere
significantly higher than those in childrenwith lowerUTI (1596 pg/ml and 22mg/
L vs. 109 pg/ml and 5.0 mg/L respectively). Area under the curve (AUC) of CRP
and PCT showed the sensitivity and specificity of 82.4% and 76.5% vs. 80.0%
and 100.00% respectively. PCT had a significantly greater AUC than CRP.
d. Conclusions
Both CRP and PCT are good marker for detection of APN in febrile UTI in
children. However, PCT is a better marker to differentiate APN from lower UTI.

PO-111
The features of children with the first e.coli induced febrile urinary tract
infection at peadiatric ward, FV hospital, HCMC, VN
D. Duong
FV Hospital, Ho Chi Minh, Viet Nam

a. Objectives
identify clinical manifestations, laboratory findings, antibiotic sensitivity of the
children with the firstE.coli induced febrile urinary tract infection (UTI) at
Paediatric ward, FV Hospital.

b. Methods
prospective, case series
c. Results
50 children with the first induced febrile UTI were recruited to the study. The
mean age was 1.5 years old. There was no significant difference between males
and females. High fever (mean temperature: 39.3°C) with the mean duration of
56 hours before being hospitalized was the remarkable feature. Elevated serum
CRP level and white blood cell count were noted at the mean of 92.44mg/L and
19,374/mm , respectively. The percentages of positive leucocytes, nitrit, and
RBC on urine dipstick were 90%, 46%, 78%, consecutively. There were 78%
of children with the 1stE.coli febrile UTI well responded to the 3rdgeneration of
Cephalosporin and Amikacin. The percentage of ESBL +veE.coli accounted for
30%. The considerable differences between two groups (ESBL +ve and ESBL –
ve) including higher CRP level, more prolonged hospital length and time of free
fever after antibiotic therapy given were detected. The sensitivity of E.coli to the
1stand 3rdgenerations of Cephalosporin, Trimethoprim-Sulfamethoxazole,
Amoxcilliin and Quinolon I has decreased for the past several years.
d. Conclusions
E.coli is still the most common bacteria to cause febrile UTI in children. Positive
ESBLE.coli which has becomepopular results in challenges formedical practitioners

05 - Regenerative medicine

PO-112
Nutcracker syndrome in children: an 11 case series
S. Mabrouk, M. Tfifha, H. Ajmi, J. Chemli, S. Hassayoun, N. Zouari, S. Abroug
University hospital Sahloul, sousse, Tunisia

a. Objectives
The objective of this report was to describe the clinical features of children
having a Nutcracker syndrome (NCS)
b. Methods
Themedical records of the patients with NCS followed up in the department of
pediatrics in the hospital of Sahloul (Sousse) were retrospectively investigated
c. Results
11 children were included (6 boys and 5 girls).
Clinical symptoms appeared at a mean age of 9 years, however mean age at
diagnosis was of 13 years and 10 months with a mean delay of the diagnosis of
2 years and 3 months from symptoms onset.
Hematuria was the main presenting symptom (n=11) it was macroscopic in all
but one child, followed by recurrent flank pain (n=8). The NCSwas confirmed
by computed tomography in all patients one patient had posterior NCS, and
one has a hilar NSC.
The mean BMI was 17,4 Kg/m2 at diagnosis and it was of 18.8 kg/m2 by the
last of follow up, with a notable improvement in 4 cases after BMI’s increase,
and a persistent microscopic hematuria in 4cases.
Among the 3 girls who achieved their puberty 2 complained of dysmenorrhea
Only 2 of our patients needed a surgical treatment, they underwent a LRV’s trans-
position because of recurrent intense abdominal pain (monthly), with a positive result
d. Conclusions
The diagnosis of NCS should be considered in the presence hematuria in children
especially if associated to flank pain. Its management depends on the severity of
symptoms, and it seems that BMI progression is correlated to clinical improvement

06 - Perinatal programming

PO-113
Early detection of first signs for kidney damage in children born very low
birth weight at the age of 10-13 years
Y. Borovitz(1), R. Tshernichovski(2), N. Sokolover(1), E. Davidovich(3), M.
Davidovits(1)
(1) Schneider children medical center, Petah-Tikva, Israel; (2) Sakler Faculty of
Medicine, Tel Aviv University, Tel Aviv, Israel; (3) Hadassah School of Dental
Medicine, Hebrew University, Jerusalem, Israel
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a. Objectives
A multitude of studies during the last years have demonstrated the correlation
between low birth weight and severe prematurity causing reduced renal mass,
and the risk for kidney disease , including glomerulopathies, and hypertension
during later life. It is known than by the third decade of life the kidney disease
can be already profound.
There are no guidelines concerning the need for nephrology surveillance in
children who were born very low birth weight.
b. Methods
A single center prospective study was conducted in order to define if by the age of
10-13 years , first signs of kidney damage can be diagnosed. 103 childrenwhowere
born very lowbirthweight (VLBW) (<1500gr) between 2002-2004were examined
at the Nephrology Institute. The examination included weight, height, blood pres-
sure, blood creatinine , and a urine sample for protein, albumin and creatinine.
c. Results
Elevated blood pressure was found in 22.7 of study group population - hyper-
tension (B.P ≥95%) in 15.8% and pre-hypertension (B.P 90%-95%) in 6.9 %.
Higher blood pressure was correlated with lower birth weight . Proteinuria
(protein/creatinine ratio >0.2) was found in 7.9% and albuminuria (albumin/
creatinine ratio >30 mcg/mg) in 14.3% of the study group population.
Albuminuria was correlated to higher eGFR.
d. Conclusions
Prevalence of hypertension , proteinuria and albuminuria is high in children born
VLBW. Increased blood pressure is related to lower birth weight and albumin-
uria is related to higher eGFR most probably due to hyper filtration.
Premature infants born VLBW should be under close nephrology follow up at
least from the age of 10 years. Early detection of kidney damage and appropriate
treatment may improve the long term outcome of children born with reduced
renal mass. Follow up studies are warranted in adolescents born VLBW.

PO-115
Impaired nephrogenesis in oxygen-induced retinopathy in neonatal rats
M. Nakagawa, N. Nishizaki, A. Endo, T. Someya, Y. Otomo, T. Shimizu
Juntendo University, Tokyo, Japan

a. Objectives
Preterm neonates are born during ongoing nephrogenesis and are commonly ex-
posed to factors in a hyperoxic environment that may impair renal development.
Oxidative stress has also been implicated in the development of retinopathy of
prematurity (ROP).We aimed to determine the correlation between impaired renal
development and ROP in a rat model of oxygen-induced retinopathy (OIR).
b. Methods
Newborn Sprague–Dawley rats were kept in either a normoxic (room air, 21%
O2) or controlled hyperoxic (80% O2) environment from birth to postnatal day
12 (P12). All pups were then raised in room air from P12 to P19.
c. Results
Our results indicate that the hyperoxic environment led to a significant eleva-
tion in urinary 8-hydroxy-2’-deoxyguanosine (8-OHdG) excretion and reduc-
tion in nephrogenic zone width in pups raised in hyperoxic conditions (OIR
group) at P5. Additionally, glomerular counts were significantly reduced in the
OIR group by 23%, andavascular area and neovascular changes in the retina
were observed only in the OIR pups at P19. Avascular area of retina negatively
correlated with the glomerular counts at P19. Vascular endothelial growth
factor A(VEGF-A)and platelet-derived growth factor subunit β(PDGF-β)
mRNA levels in the renal cortex were significantly lower at P5 and signifi-
cantly higher at P19 in the OIR group than in controls.
d. Conclusions
The severity of renal impairment by hyperoxic environment during
nephrogenesis correlated with the extent of OIR, and the OIR pathology in
this model was suggested to be similar to ROP.

PO-116
No effect of daily indomethacin dosing on post-natal nephrogenesis in the
rat
H. Baba, F. Smith, J. Matyas, A. Wade
University of Calgary, Calgary, Canada

a. Objectives
Nephrogenesis in the human ends by the 36th week of gestation, with 2/3 of
the nephrons formed in the 3rd trimester. In premature infants, nephrogenesis
is assumed to continue after birth. Teratogenic medications are routinely used
in these infants with the assumption that the premature infant will not be
adversely affected. Potentially interfering with nephrogenesis in this manner
might lead to a reduction in glomerular number, which has been associated
with proteinuria, glomerulosclerosis, and hypertension in adulthood. A cate-
gory C medication, indomethacin, is commonly used to treat patent ductus
arteriosus (PDA) in premature infants while nephrogenesis is still ongoing.
Objective: Given that nephrogenesis continues postnatally for 8 days in the
rat, we hypothesized that indomethacin might cause a reduction in glomerular
number when tested using a stereological approach in this surrogate model for
kidney development in the premature infant.
b. Methods
Four dose-groups of rats (n=7) were injected intraperitoneally with three dif-
ferent doses (0.1, 0.5, 1 mg/kg) of indomethacin or saline. At day 11, blood
was collected to measure indomethacin plasma concentrations and rats were
sacrificed. Stereological techniques were used to measure the glomerular num-
ber and volume in these animals.
c. Results
Indomethacin plasma concentrations (149.19 ± 27.57×10 ng/mL) were com-
parable to what is found in plasma from pre-mature babies injected with
indomethacin. There were no significant differences in glomerular number
(p=0.39) and volume (p=0.98) in the different treated groups.
d. Conclusions
The administration of indomethacin during nephrogenesis does not cause a
reduction in glomerular number.

07 - "-Omics" Research

PO-117
Implementation of a next generation sequencing as first strategy for the
diagnosis of genetic kidney disease in Switzerland: the Geneva experience
(Ge-RenOME)
Y. Bouatou(1), A. Paolini-Giacobino(2), S. De Seigneux(1), P. Parvex(3)
(1) Geneva University Nephrology Dpt, Geneva, Switzerland; (2) Geneva
University Medical Genetics Dpt, Geneva, Switzerland; (3) Geneva
University Children's Hospital, Geneva, Switzerland

a. Objectives
Except monogenic diseases, such as ADPKD, kidney diseases are complex
genetic traits, often with several mutations involved and overlapping pheno-
types. Therefore, “candidate gene” approach may be inefficient in some se-
lected cases. Since January 1st, 2015, in Switzerland, the next generation
sequencing (NGS) has been added to the list of laboratory analysis with health
insurance reimbursement. We retrospectively analyzed the results of NGS in
our patients (pts) at our nephrogenetic consultation.
b. Methods
We evaluated 22 families in our consultation since January 1st 2015. Within the
family, the index case was tested whether it was a child or an adult. NGS was
performed when deemed appropriate in agreement with NGS-Swiss good prac-
tice guidelines. Any found mutation was then verified by Sanger sequencing.
c. Results
Among the 22 families, 8 patients were offered targeted analyses (atypical
hemolytic and uremic syndrome, autosomic dominant polycystic kidney dis-
ease). NGS was performed in 10 pts (age: 1 to 57 years old; 6 patients < 18
years old); results were delivered within 5 months (including Sanger confir-
mation). 3 patients had an a priori diagnosis matching the initial clinical
suspicion, 4 were reclassified to another diagnosis. Results for 3 patients are
pending. We currently target our NGS (Ge-RenOME)by regularly updating
the pipeline with new databases and variant annotation software.
d. Conclusions
The Ge-RenOME, available to all centers, is based on targeted NGS technol-
ogy. It requires expertise with a high potential for cutting the cost, avoiding
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fruitless testing and unnecessary kidney biopsies in selected cases. It may also
permit to reclassify diseases.

PO-118
Losartan induces cytoskeleton reorganization on renal proximal tubule
cells (PTCs) from spontaneously hypertensive rats (SHR)
V.V. Costantino(1), V. Bocanegra(1), V. Cacciamani(1), A. Gil Lorenzo(2), M.E.
Benardon(1), P. Valles(1)
(1) School of Medicine. University of Cuyo, Mendoza, Argentina; (2)CONICET
(Consejo Nacional de Investigaciones Científicas y Técnicas), Mendoza,
Argentina

a. Objectives
Angiotensin II (AII) binds to AT1R, the peptide being a potent mediator of
oxidative stress. Reactive oxygen species (ROS) function as signaling mole-
cules contributing to migration, differentiation and cytoskeletal remodeling.
Nox4, is expressed in PTCs. Previously, we identified Hsp70 and CHIP as
Nox4-interacting proteins, mediating the ubiquitination and proteasomal deg-
radation of Nox4 included within the Losartan antioxidant effect on SHR
PTCs.
Here, we evaluate the Losartan (L) effect on the cytoskeletal organization of
both actin and junctional-related protein in SHR PTCs.
b. Methods
Primary culture of PTCs from SHR and WKY were stimulated with AII,
treated with L or left untreated(C).
c. Results
Immunofluorescence confocal microscopy reveals reorganization and sta-
bilization of actin cytoskeleton, without Nox4 colocalization in L–treated
SHR PTCs. However, C and AII treated SHR PTCs led to disorganized
actin cytoskeleton with increased Nox4 colocalization. AII and C SHR
PTCs showed decreased vinculin staining on the cell periphery and lower
Nox4 colocalization. In contrast after Losartan, increased vinculin colocal-
izes with reduced Nox4 on the cell periphery leading to focal adhesion
stabilization on SHR PTCs. Through Live Cell Time-lapse Microscopy, L
induces decreased cell displacement and slowed down cellular rate move-
ment. Also, the cells remained attached and did not change their mor-
phology when compared to C and AII SHR PTCs. By Western Blot,
Losartan increased vinculin and E-cadherin levels and decreased Nox4,
phospho-ERK and phospho-p38 expression related to AII and C SHR
PTCs.
d. Conclusions
Losartan AT1R blockage induces actin cytoskeleton stabilization and cell mi-
gration reduction due to decreased Nox4 and ROS production. This results in
the reduced activity of signaling pathways mediated by MAPKs: phospho-
ERK and phospho-p38.
A protective role of Losartan could be suggested that avoids cell tubular de-
tachment and stabilizes cellular junctions on PTCs from hypertensive patients.

PO-119
Expression Profiles of Cultured Human Podocytes Exposed To Plasma
from Steroid Sensitive and Steroid Resistant Nephrotic Syndrome
A. Vasudevan(1), S. Panigrahi(2), H. Reddy(3), V. Pardeshi(2)
(1) St.John's Medical College Hospital, Bengaluru, India; (2) St. John's
Research Institute, Bengaluru, India; (3) St. John's Medical College
Hopspital, Bengaluru, India

a. Objectives
The central event in Nephrotic Syndrome is podocyte injury but little
is known about the molecular events occurring in podocytes. The aim
of this study is to examine the “in vitro” effect of exposure of plasma
from steroid sensitive and steroid resistant children on mRNA expres-
sion profiles in human podocytes.
b. Methods
We analyzed global gene expression in cultured immortalized, differ-
entiated human podocytes exposed to plasma (10%) from 2 children
with infrequent relapses, 1 with frequent relapse, 1 steroid dependent,

2 Steroid Resistant Nephrotic Syndrome and one healthy control for 2
hours. Total RNA was extracted and subjected to gene expression
profiling using single colour Agilent 8x60 K array. All signals were
normalized to respective median values of the controls. GO and path-
way analyses were performed for the intersecting genes. Centroid
based unsupervised clustering was performed using standard algo-
rithms to identify gene clusters and target genes in each group and
a dendrogram constructed.
c. Results
The gene expression data was filtered to select the most significant genes
between SRNS and SSNS. 152 genes were found to have a fold change
of two between the two subtypes and p-value less than 0.05. Compared
to SSNS there were 62 and 92 transcripts that were significantly upreg-
ulated and downregulated respectively. The results of functional classifi-
cation showed that the key pathways which were differentially regulated
between SSNS and SRNS were TGF-beta signalling pathway, osteoclast
differentiation, MAPk signalling and Cytokine-cytokine receptor interac-
tion. Based on this differential expression, unsupervised hierarchical clus-
tering of the subjects was done. Dendrogram clearly showed two broad
clusters separating SSNS and SRNS and SSNS and SRNS clusters were
further subdivided into four and two groups respectively.
d. Conclusions
Our preliminary data indicates presence of a distinct molecular signature that
identifies intrinsic subtypes within SSNS and SRNS.

PO-120
Pharmacogenomic prediction of cisplatin-induced nephrotoxicity in
Mexican patients treated for childhood cancer
M. Medeiros(1), F. Aminkeng(2), C.A. Jiménez-Triana(1), R. Rivas-Ruiz(3), P.
Clark(1), L. Juarez(1), C. Ross(2), B. Carleton(2)
(1) Hospital Infantil de México Federico Gómez, Mexico, Mexico; (2)

University of British Columbia, Vancouver, Canada; (3) Instituto Mexicano
del Seguro Social, Mexico, Mexico

a. Objectives
To perform pharmacogenetic associations with nephrotoxicity (NTX) in
Mexican patients treated with cisplatin for childhood cancer.
b. Methods
Retrospective study of children treated with cisplatin for solid tumors that
were part of a cohort studied for adverse reactions to chemotherapy,
approved by the Hospital IRB and Ethics Committee. NTX was graded
as follows: normal renal function (Grade 0); asymptomatic electrolyte
disorders, including an increase in serum creatinine, up to 1.5 times
baseline value (Grade 1); need for electrolyte supplementation < 3 months
and/or increase in serum creatinine 1.5-1.9 times from baseline (Grade 2)
grade 3: increase in serum creatinine 2-2.9 times from baseline or need
for electrolyte supplementation for more than 3 months after treatment
completion, grade 4: increase in serum creatinine ≥ 3 times from baseline
or renal replacement therapy. DNA was obtained from saliva. A 4608
SNPs ADME panel were assessed by Illumina iScan SNP genotyping
platform (Illumina Inc., USA).
c. Results
We include 73 patients, with a minimum follow up of one year after treatment
completion. 53 developed NTX (72.6%), No nNTX(grade 0) was observed in
20 patients (27.3%). Grade 1 NTXwas observed in 20 patients (27.3%), grade
2 in 8 patients (10.9%) and grade 3 in 25 patients (34.2%). Patients with
NTXwere younger than patients with non-nephrotoxicity, median age 5.9
years vs. 13.4 years respectively (p=0.006). The following polymorphisms
were associated to NTX: MHTFRrs1801133 (p=0.011, OR 3.3, 95%CI 1.22,
8.98), EPHX1 rs1051740 (p=0.035, OR 0.34, 95%IC 0.12-0.98), SLC22A2
rs316019 (p=0.037), no association was found with ERCC2 rs13181, ERCC1
rs11615 y CD3EAP rs3212986.
d. Conclusions
72.6% of cisplatin treated children presented NTX. This study replicates the
importance ofMHTFRrs1801133,EPHX1 rs1051740 and SLC22A2 rs316019
in NTX, previously reported in adult population.
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PO-121
Switching or not switching from immediate release to extended-release cys-
teamine in nephropathic cystinosis patients: a real-life single center study
T. Ahlenstiel-Grunow, J. Drube, M. Kreuzer, K. Froede, N. Kanzelmeyer, C.
Lerch, L. Pape
Hannover Medical School, Hannover, Germany

a. Objectives
Nephropathic cystinosis is a rare lysosomal storage disease. It is characterized
by the accumulation of cystine in the cells leading to early kidney failure if not
treated with cysteamine – a cystine-depleting agent. The established formula-
tion requires a strict 6-hourly dosing schedule. An extended release b.i.d.
formulation was developed recently. Our study evaluated the circumstances
and outcomes of the implementation of this new option in routine care.
b. Methods
The records of all pediatric cystinosis patients were reviewed and data on
cysteamine therapy, tolerability, dosing, estimated glomerular filtration rates
(eGFR), white blood cell (WBC) cystine levels, PPI use were extracted for the
period from January 2014 to January 2016.
c. Results
Mean age of the 12 patients was 10.2 (±5.2) years. In 11 patients the switch to
ER-cysteamine was tried. Only in two patients there were some difficulties.
There were no additional side effects, halitosis/bad breath could mostly be
improved or eliminated, PPI use could be stopped in 1 out of 3 patients.
Prominent reasons for the switch were difficult night-time administration
and uncontrolled disease. Mean eGFR values were 62 (±22) ml/min/1.73m2

before and 60 (±22) ml/min/1.73m2 after the transition (p=0.59). Also the
WBC cystine values remained stable after the switch (1 nmol cysteine/mg
protein before and after transition; p=0.64).
d. Conclusions
The main reasons for a switch were difficulties with night-time administration
and thereby worse disease control. The switch was save and effective and
provided advantages concerning less halitosis/bad breath and less PPI use.

PO-122
A case of idiopathic Fanconi syndrome with growth hormone deficiency
T. Okamoto, Y. Sato, T. Yamazaki, A. Hayashi, T. Takahashi
Hokkaido University Hospital, Sapporo, Japan

a. Objectives
Idiopathic Fanconi syndrome (FS) is characterized by generalized dysfunction
of the renal proximal tubules. The patients with FS are often accompanied by
growth retardation due to the complex factors such as hypophosphatemia,
metabolic acidosis, disturbed vitamin D metabolism and hypokalemia. So
far, one FS patient was reported to compromise the growth failure due to
growth hormone deficiency (GHD). We present a boy with a combination of
FS and GHD, and then, also present the 5-year course of treatment with
recombinant human growth hormone.
b. Methods
Methods & Results:
The patient is the first son of unrelated parent. He was admitted to our hospital
due to growth failure at the age of 10 months. Blood and urinary biochemical
abnormalities such as hypophosphatemia, metabolic acidosis, glycosuria and
low-molecular-weight proteinuria showed generalized dysfunction of the renal
proximal tubules. Several studies excluded the existence of collagen diseases,
toxic agents and metabolic diseases. He had no ophthalmic abnormality. His
hearing was normal. These features were compatible with idiopathic FS. The
treatment of high-dose alkali, hydrochlorothiazide, potassium salt of citrate,
phosphate buffer and Vit D supplement was started.
c. Results
Biochemical abnormality achieved almost within normal values. However,
until the age of 4 years, his height did not develop and gradually declined to
SD -2.9 at the age of 4 years. GH stimulation test demonstrated the GHD.
Therefore, we started rhGH therapy (0.15 to 0.20mg/kg/week). After initiation

of rhGH therapy, his height achieved catch-up to SD -2.0 at the age of 9 years
with no adverse effect.
d. Conclusions
We present a boy with FS and GHD who continued rhGH therapy for 5 years.
His height demonstrated catch-up growth.We should also consider differential
diagnosis of GHD in the case of short stature of FS.

PO-123
The study of genotype and phenotype of OCRL1 mutations
T. Liu(1), L. Sun(1), Z. Yue(1), H. Wang(2), H. Lin(1)
(1) The First Affiliated Hospital, Sun Yat-sen University, Guangzhou, China; (2)

Sun Yat-sen Memorial Hospital, Sun Yat-sen Univsity, Guangzhou, China

a. Objectives
To explore the genotype and phenotype association of OCRL1 mutations.
b. Methods
Clinical data were collected and mutation analysis ofOCRL1 were carried out
in patients who were suspected to have OCRL1 mutation.
c. Results
Seven patients who presented with Lowe syndrome or Dent's disease were
included.Three cases with Lowe syndrome had low molecular weight protein-
uria, renal tubular acidosis, hypercalciuria, and psychomotor retardation, and
also accompanied by rickets. 2 cases had neonatal hypotonia and congenital
cataracts, one case only had a thin lens. 2 cases had tubular function disorder.
Four cases with Dent's disease showed low molecular weight proteinuria and
hypercalciuria, one of them presented with increased urinary amino acids in
generally and two with impairment of renal function.The extra-renal symp-
toms includedgrowth retardation were observed in the all patients and congen-
ital cataract and ametropy in one patient. Mutations ofOCRL1were evidented
in 4 families and 6 patients, i.e. c.2367insA, c.891 G> T, c.523delC and
c.834_839delACTGGA. All of the mutations are novel.
d. Conclusions
OCRL1mutations can cause two different clinical forms, Lowe syndrome and
Dent-2 disease. Four novel OCRL1 mutations were identified in the present
study in 2 patients with Lowe syndrome and 2 families of 4 patients with Dent-
2 disease. The study would add more information to the genotype and pheno-
type association of OCRL1 mutations.

PO-124
Clinical significance of serum soluble urokinase-type plasminogen activa-
tor receptor in children with Alport syndrome
Y. Zhang, J. Ding, F. Wang, F. Ding, H. Xiao, Y. Yao
Peking University First Hospital, Beijing, China

a. Objectives
In this study we investigated the role of serum levels of soluble urokinase
plasminogen activator receptor (suPAR) in children with Alport syndrome.
b. Methods
We measured serum suPAR levels in 34 children with Alport syndrome, 11
children with primary FSGS as disease controls and 13 healthy children as
normal controls. The clinical and pathological data were collected at the time
of take the serum samples. The serum suPAR were measured using commer-
cially available kits. The relationship between suPAR levels and the
protienuria levels, serum creatinine levels, creatinine clearance rate, and other
clinical and pathological data were analyzed.
c. Results
The average age of children with Alport syndrome was 9.56±4.65 ys. Male
and female rate was 28:6. The mean level of serum suPAR was significantly
elevated in children with Alport syndrome compared to normal controls
((3896.65±979.34) pg/ml vs. (2747.62±277.59)pg/ml)(P<0.0001).
Furthermore, the serum suPAR levels in children withAlport syndrome were
positively correlated with the 24 hours proteinuria (r=0.4000, P=0.0211) and
serum creatinine levels (r=0.4101, P=0.0160). The serum suPAR level was
significantly higher in Alport children with Ccr<90ml·min-1·(1.73m2)-1 than in
Alport children with Ccr≥90ml·min-1·(1.73m2)-1 (P<0.0001). The mean level
of serum suPAR in children with primary FSGS was (4619.27±1043.56) pg/
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ml. The serum suPAR levels in children withprimary FSGS were negatively
correlated with creatinine clearance rate (r=-0.8333ï¼'P=0.0083).
d. Conclusions
An elevated level of suPAR was detected in children withAlport syndrome.
The serum suPAR level serves as a new marker associated with renal damage.

PO-125
Treatment cystine crystals deposits in cystinotic children with cysteamine
hydrochloride eye drops gel formulation. Ocular findings seen by oct and
slip-lamp examination.
J. Vara(1), M. Espino-Hernandez(1), C. Marquez(1), A. Barcelo(2), M. Tejada(2)
(1) Unidad Nefrologia Pediatrica. H. Universitario 12 De Octubre., Madrid,
Spain; (2) Servicio Oftalmologia. H. Universitario 12 De Octubre, Madrid,
Spain

a. Objectives
Cystinosis is a rare autosomal recessive disorder characterized by lysosomal
accumulation of cystine crystals in many organs. The initial ocular symptoms
due to corneal involvement include photophobia, and corneal erosions and
later a corneal degeneration called band keratopathy with visual loss. Oral
administration of cysteamine has no effect on crystal deposits of the cornea
because of absence of corneal vascularization. The patient need to be treated
with topical eye drops of cysteamine 6-10 times a day to reduce crystal de-
posits resulting poor compliance.
b. Methods
We report the treatment of children diagnosed with cystinosis with a new gel
formulation of cysteamine hydrochloride (CH) 0,55% eye drops, with less
instillations per day and stable at room temperature
c. Results
We describe two children aged 5 and 7 years with cystinosis diagnosed at 7
months of age because of Fancony syndrome and growth retardation. They
had high concentrations of cystine in leukocytes and both had the CTNS gene
mutation. Since then they receive oral treatment with cysteamina with good
clinical control. Routine ophthalmic examination showed corneal crystal de-
posits mainly in the anterior and middle stroma at the age of 2 and 4 years,
beginning treatment with the gel formulation CH 0.55% eye drops 3 times/day.
Children were followed up at intervals of 3-6 months by biomicroscopy with
slit-lamp and optical coherence tomography (OCT) examination. At 3years of
treatment with CH 0.55 % eye drops with 3-4 instillations day it have been
shown reduction of corneal crystals with no side effects.
d. Conclusions
Long term treatment with gel formulation (CH) 055% eye drops is effective in
the dissolution and reduction of corneal crystal deposits with less frequent
administration regimen without side effects, leading good compliance and a
better quality of life
The ophthalmological examination with OCT and slit-lamp is useful in the
diagnosis and monitoring of treatment in cystinotic patients.

PO-126
Clinical feature and mutation analysis of 24 Chinese juvenile
nephronophthisis patients
H. Wang(1), H. Lin(1), H. Tong(2), M. Li(3), Y. Mo(1), X. Jiang(1), Z. Yue(1), L.
Sun(1)
(1) The First Affiliated Hospital, Sun Yat-sen University, Guangzhou, China; (2)

Fuzhou General Hospital of Nanjing Command, Fuzhou, China; (3) The
Second Affiliated Hospital of Guangzhou Medical University, Guangzhou,
China

a. Objectives
The study wasaim to investigate the gene mutation and clinical characteristics
of Chinese juvenile nephronophthisis(NPHP).
b. Methods
Clinical data and blood samples of the subjects who were diagnosed juvenile
NPHP patients were collected. NPHP1 homozygous deletions were detect in all
patients. Further sequencingof NPHP1was performed when homozygous dele-
tions were not detected in patients without extra renal manifestation. In patients

with retinopathy, NPHP5 sequencing was carried outinitially, and NPHP10 and
NPHP1were then sequenced when there were no NPHP5 mutations found.
c. Results
There were 24 juvenile NPHP patients from 22 pedigrees recruited, including
12 boys and 12 girls. NPHP1 defects were detected in five patients (20.8%),
two were large homozygous deletions, one was double heterozygous muta-
tions, and the other two from the same pedigree were detected with single
homozygous mutation. Retinal impairment was observed in six patients, one
of who was found NPHP5 single base homozygous mutation. Renal insuffi-
ciency was observed in all of the 24 patients. Anemia was the most common
initial symptoms (9 cases) for doctoring. Imaging revealed multiple cysts in 12
patients. Decreased renal size was observed in five patients and normal renal
size was showed in 19 patients. Renal biopsy was performed in four patients,
pathology of which all indicated tubular cysts, tubular basement membrane
thickening, laying or tearing, and interstitial fibrosis.
d. Conclusions
The onset presentation of juvenile NPHP is delitescence and anemia was the
most commonsymptom.Â NPHP1Âmutation rate in this group was similar to
that in foreign reports, while the mutation rate of homozygous deletions was
low and single base mutation rate was high. All of the single base mutations
were novel.These results indicated that there were maybe some differences in
genotype of juvenile NPHP between Chinese people and foreigners.

PO-127
Comparison of Bartter/Gitelman syndrome and pseudo-Bartter syn-
drome in children
Y. Liu, L. Qiu, Y. Zhang, J. Zhou
Department of Pediatrics, Tongji Hospital,Tongji Medical College, Huazhong
University of Science and Technology, Wuhan, China

a. Objectives
To analyze the clinical and laboratory characteristics of Bartter/Gitelman
syndromeï¼'BS/GSï¼'and pseudo-Bartter syndrome (PBS) in children in or-
der to find the clinical and laboratory difference and provide helpful informa-
tion for doctors to distinguish BS/GS from PBS.
b. Methods
18 hospitalized children were diagnosed as BS/Gitelman syndrome(GS) from
June 2004 to June 2015, and enrolled in this study. The clinical data of those
patientswere analyzed and comparedwith 8 childrenwith PBS in the same period.
c. Results
1. 18 children with BS/GS were classified into classical BS (n = 7), antenatal BS
(n=6) and GS (n = 5) . 2. The clinical symptoms were variable in BS, and usually
presentedwith growth retardation and polyuria. The prodominan presentation of GS
was limb weakness and paroxysmal tetany. Laboratory tests in all patients showed
hypokalemic metabolic alkalosis, increased renin/angiotensin levels, in addition, all
5 GS showed hypomagnesemia. Urinary electrolyte excretion was increased in all
18 children after adjusted to weight. 3. The major symptom of PBS was growth
retardation, accompanied with other gastrointestinal symptoms such as vomiting,
poor appetite and diarrhea. The most common causes for PBS were cystic fibrosis
(3/8) and vomiting due to a variety of diseases, such as hiatal hernia, gastric volvulus
and epilepsy. In addition, 1 case of PBSwas considered as congenital chloride-losing
diarrhea Blood biochemical results showed all 8 cases had hypokalemia, metabolic
alkalosis and different degrees of RAAS system activation. Urine electrolytes were
within the normal range. 4. Comparative analysis between PBS and BS children
under the age of three was performed.24 h urinary potassium, sodium and chlorine
levels were significantly higher in BS group than that of PBS (p < 0.05).
d. Conclusions
The clinical manifestation and laboratory results are overlapping in BS/GS and
PBS except 24 h urinary potassium, sodium and chlorine levels. Gene muta-
tion detection should be performed if necessary.

PO-128
Dent-1 disease in three children initially presented with foamy urine and
literature review
Y. Zhang, Q. Shen, H. Xu, G.M. LI, X.Y. Fang, H.M. Liu
Children's Hospital of Fudan University, Shanghai, China
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a. Objectives
We analyzed three children diagnosed with Dent-1 disease initially presented
with foamy urine and did the literature review to improve our understanding of
this disease.
b. Methods
Clinical data of three patients were collected, including clinical man-
ifestations, laboratory findings, renal biopsy findings. Mutation analy-
sis in CLCN5 and OCRL genes wereperformed by direct sequencing
in thesefamilies.
c. Results
Three patients all presented with foamy urine, and laboratory findings
showed high levels of urinary a1-microglobulin, albuminuria, immuno-
globulin G, hypercalciuriaand normal GFR. Renal biopsy findings were
tubular cast in one patient, and tubular atrophy with calcification in the
other two patients. Two patients were identified as nephrotic syndrome
and used prednisone for six weeks without significant response in other
centers. For further evaluation of proteinuria, they came to our center and
wereall identified CLCN5 mutations, consisting with two nonsense
mutations(R637XandY479X), and a missense mutation (G530V), respec-
tively. Y479X and G530V were novel mutations, and all three patients’
mothers were carriers.
d. Conclusions
According to clinical data and mutation analysis, all three patients are detected
as Dent-1 disease. Urinary screening is the most common and earliest form to
detect Dent’s disease before foamy urine, and some patients may present with
mixed proteinuria when disease progresses though Dent’s disease is character-
ized by low-molecular-weight proteinuria. In clinic, we need to avoid misdi-
agnosis and immunosuppressants therapy.

PO-129
Clinical and genetic heterogeneity of Dent's disease type 1 in Russian
children
L. Prikhodina(1), S. Papizh(1), O. Katysheva(1), T. Lepaeva(1), M. Ludwig(2)
(1) Research & Clinical Institute for Pediatrics, Pirogov Russian National
Research Medical University, Moscow, Russian Federation; (2) Institute of
Clinical Chemistry & Clinical Pharmacology, Bonn, Germany

a. Objectives
Dent disease type 1 (DD1) is a rare X-linked tubulopathy characterized by
proximal tubular dysfunction with nephrcalcinosis and slow progression to
CRF caused by mutations in CLCN5 gene (OMIM #300009). The aim of
the study was to characterize the clinical and genetic features of Russian boys
with DD1.
b. Methods
Six boys (aged 5-15.5 years) from 4 unrelated families were studied, including
4 familial cases from 2 families. The median follow-up was 67.5 (50.5; 98.3)
months.
c. Results
Isolated proteinuria ranged 0.75 (0.5; 1.47) g/l was the first signs of DD1 in all
boys revealed at the age of 8 (2.8; 15.8) months. β2-microglobulinuria, hy-
percalciuria and hyperphosphaturia were found in all subjects.
Nephrocalcinosis and hypophosphatemia were prevalent in 4 boys, while hy-
pokalemia, rickets and growth deficiency were presented in 2 cousins. 3 pa-
tients underwent renal biopsy prior to assessing tubular proteinuria and had
MCD (2/3) and FSGS (1/3). The median age of clinical and molecular diag-
nosis of DD1 was 9.5 (4.8; 11.3) and 12 (6.1;14.3) years, respectively. The
analysis of the CLCN5 gene identified previously reported mutations
c.1909C>T in 2 unrelated cases and c.731C>T in 2 cousins, and one novel
mutation c.842C>T in 2 one’s brothers. At the last follow-up proteinuria was
343.5 (215.8; 490) g/m2/d and eGFR was 104.9 (96.3; 146.3) ml/min/1.73m2.
ACE inhibitors were used in 5 children, thiazides in 4, and phosphate supple-
ments in 2.
d. Conclusions
The present study demonstrated the clinical and genetic background of
Russian boys with DD1 presented with tubular proteinuria, hypercalciuria
and hyperphosphaturia in all cases.

PO-130
Growth hormone deficiency in children with bartter syndrome
R. Halevy(1), I. Spector(1), S. Wahib(2), V. Smolkin(1), Y. Tenenbaum(3)

(1) Ped Nephrology Unis, Afula, Israel; (2) Pediatric b dep, Afula, Israel; (3)

Ped endocrinology unit, Afula, Israel

a. Objectives
Antenatal Bartter syndrome, is a rare life threatening disorder characterised by
massive polyuria that manifested in utero by polyhydramnios and premature
delivery affected neonates develop salt wasting,hypokalemic metabolic alka-
losis with hypercalciuria, and profound polyuria, and growth failure. We eval-
uated the prevalence of growth hormone deficiency in children with bartter
syndrome.
b. Methods
We evaluated growth in ten children in ages between six to twelve years old
with Bartter syndrome.Seven children was found suffering from growth retar-
dation. In these seven children we performed evaluation for growth hormone
deficiency.
c. Results
We diagnosed growth hormone deficiency in four children out of seven. Two
other children showed in one of the two stimulating hormone tests growth
hormone deficiency but not in the second one.
d. Conclusions
The prevalence of growth hormone deficiency in children with Bartter syn-
drome is higher than in general population, hence growth retardation in child
with Bartter syndrom should prompt the clinician to search for growth hor-
mone deficiency.

PO-131
A Case of Infantile Nephronophthisis with the onset of liver dysfunction
H. Liu, Y. Wang, G. Li, Q. Shen, L. Sun, H. Xu
Children's Hospital of Fudan University, Shanghai, China

a. Objectives
Nephronophthisis (NPHP) is an autosomal recessive chronic renal tubular
interstitial nephropathy, is the leading genetic cause of end-stage renal disease
in children. Because of the mild nature of symptoms, there is often a delay in
the diagnosis of NPHP.
b. Methods
A boy of the infantile NPHP was reported with liver dysfunction as the first
clinical manifestation. We studied the clinical characteristics and the charac-
teristics of gene mutation by analyzing all exons and introns border area direct
sequencing, and combining with literature review at home and abroad.
c. Results
1. 2-year-old boy with liver dysfunction as first clinical manifestation,
no obvious hematuria, proteinuria or hypertension. He was onset of
ESRD in 3 years, clinical phenotype for infants and young children
(neonatal type); Pedigree investigation found no family members have
similar disease.
2. Renal biopsy: interstitial inflammations were found in renal tubules, with
mildly glomerular mesangial proliferation, segmental endothelial cell hyper-
plasia, lightly glomerular lesions and no cysts.
3. Genetic testing results showed that the children with NPHP3 gene P.L
453 p (c. 1358 a > G), P.L 790 p (c. 2369 a > G) heterozygous muta-
tions, including NPHP3 gene P.L 453 p (c. 1358 a > G), P.L 790 p (c.
2369 a > G) mutation which was reported for the first time. Mother
carried P.L 453 p (c. 1358 a > G) heterozygous mutations, father carried
P.L 790 p (c. 2369 a > G) hybrid mutation, the boy had the compound
heterozygous mutations. P.L 453 p, 790 p P.L mutations were not found
in 100 control cases.
d. Conclusions
NPHP in children is rarely with liver dysfunction as the onset symp-
tom, the case with NPHP3 gene mutations, occurred renal failure at
the age of 3 years old, the new finding of P.L 453 p (c. 1358 a > G),
P.L 790 p (c. 2369 a > G) mutations, would enrich the genotypes and
clinical phenotypes of NPHP.
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PO-132
Gordon Syndrome in the differencial diagnosis of kidneytubular acidosis-
Case report and literature review
A.M.C. Souza, A.F. Queiroz, M.H. Vaisbich, R.L. Cardoso, F. Kok
Instituto da Criança HCFMUSP, Sao Paulo, Brazil

a. Objectives
Gordon Syndrome is determined by mutations with gain of function of the
thiazide-sensitive cotransporter Na + Cl- (NCC) located in the distal convolut-
ed tubule, characterized by positive balance of sodium and chloride, with a
reduction in aldosterone secretion and potassium retention resulting in hyper-
tension, hyperkalemia and hyperchloremic metabolic acidosis.
Objective: To describe patient with Gordon syndrome caused by mutation in
homozygosity in KLHL3 gene with the variant c.1.519 G> A, never previous-
ly reported in the literature.
b. Methods
Case Report: Girl, consanguineous parents, pregnancy without complications.
At 4 months, had low weight-height gain and irritability, with hyperkalemic
metabolic acidosis. Associated plasmatic renin 59uUI / ml and aldosterone
<3 ng / dL.With this diagnosis initiated using sodium bicarbonate and calcium
polystyrenesulfonate with high doses for metabolic and electrolytic stability. In
the evolution also had high blood pressure, not previously detected, probably
by age and bustle of patient physical examination. The second generation
sequencing exome revealed a mutation in homozygous gene variant in
KLHL3a c.1519G> A. The genetic abnormality is related to the
pseudohypoaldosteronism type II (Gordon Syndrome) and the variant found
had never been previously described in the literature, nor found in Brazilian
and foreign controls. After diagnostic confirmation, began hydrochlorothia-
zide and the patient evolved with blood pressure control and tolerance to
reduce medications.
c. Results
This report shows the importance of research in cases of hyperkalemic meta-
bolic acidosis in patients with failure to thrive, and the importance of proper
measurement of blood pressure in children. In addition, a novel mutation was
identified.
d. Conclusions
Patients with ATR type IV should always be investigated for the possibility of
Gordon's syndrome because therapy differs from other types and is resolute.

PO-133
A clinical case of familial hypomagnesaemia with hypercalciuria and
nephrocalcinosis in 7 y.o boy with novel homozygous mutation of the
CLDN16 gene
M. Shumikhina(1), O. Chugunova(2), A. Gurevich(1), I. Kanivets(1), M.
Boguslavskaya(1), F. Konovalov(3), S. Blokh(1)
(1) Filatov Children's City Clinical Hospital №13,, Moscow, Russian
Federation; (2) Pirogov Russian National Research Medical University,
Moscow, Russian Federation; (3) Laboratory of Molecular Pathology
"Genomed", Moscow, Russian Federation

a. Objectives
Familial hypomagnesaemia with hypercalciuria and nephrocalcinosis
(FHHNC, OMIM 248250) is an autosomal-recessive renal tubular disorder,
caused by mutations in the CLDN16 or CLDN19 genes, which encode tight
junction-associated proteins, claudin-16 and -19. These proteins mediate
paracellular transport in the thick ascending loop of Henle and in the distal
convoluted tubule, where reabsorption of magnesium occurs. FHHNC char-
acterized by excessive urinary losses of magnesium and calcium, bilateral
nephrocalcinosis and progressive chronic renal failure.
b. Methods
We present the clinical case of FHHNC in 7 years old boy and his molecular
testing.
c. Results
The patient was referred for renal investigations after a fortuitous finding of
increased serum creatinine levels (89 μmol/l), hyperparathyroidism (parathy-
roid hormone- 106 pg/ml) and history of surgeon treatment of nephrolithiasis

in right kidney in 4 y/o. Clinical examination was unremarkable. Eye inspec-
tion showed no abnormalities. Abdominal ultrasound disclosed symmetric 75-
mm kidneys, with nephrocalcinosis and poor differentiation. Blood and urine
parameters are summarized in Table 1. Molecular analysis of the CLDN16
gene was performed. A novel homozygous mutation in CLDN16
(chr3:190106218G>C, p.Asp104His) was detected. The 1-year follow-up
showed stable GFR ~62-65 mL/min per 1.73 m2. Medical treatment
includesadequate water intake, oral supplementation of Mg2+, active vita-
min D, citrate solutions. The parents denied consanguinity. The boy’s
brother, who also has nephrolithiasis, hypomagnesaemia, hypercalciuria,
hyperparathyroidism, and boys’ parents (father, also presented with recur-
rent nephrolithiasis, but his blood tests are normal) are going on genetic
testing.

& Renal ultrasonographic appearance of nephrocalcinosis

& Analysis of serum and 24-h urine samples
d. Conclusions
Genetic analysis revealed a novel homozygous mutation in the CLDN16
gene. FHHNC is a rare disease, but it should be considered in the pres-
ence of nephrocalcinosis with hypercalcuria and hypomagnesaemia.

PO-134
Hereditary hypophosphatemic rickets: about 2 Haitian sisters
J. Exantus, J. Bernadeau, B. Telcy, H. Risselin, M. Ulysse, R. Jean-Louis
Pediatrics unit, University Hospital of Mirebalais, Mirebalais, Haiti
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a. Objectives
Denutrition is well-known in Haitian pediatric practice with the clinical and
biological pattern of anemia, hypocalcemia, hypoprotidemia, rickets and risk
of opportunistic infections. But some children can have rickets due to vitamin
D’s resistance. Hereditary hypophosphatemic rickets (HHR) are a group of
disorders characterized by normal calcemia, hypophosphatemia and rickets.
Our aim is to remind that HHR could be a concern for pediatrician in low-
middle income countries.
b. Methods
In most cases, HHR become apparent with weight-bearing activities such as
walking. We will review the clinical findings and laboratory results of two
sisters.
c. Results
They are born from the same parents who do not have any bone abnormalities.
Both sisters have bowed legs, dental abnormalities, growth failure and
nephrocalcinosis. They have also hypophosphatemia, normal calcemia, nor-
mal albuminemia, elevated alkaline phosphatasis, hyperchloremia, normal
PTH and normal 25-OH-Vitamine D. The young sister is the most affected
with incapacity to walk and bone lesions more important on the x-ray films.
HHR can have several patterns of inheritance including X-linked, autosomal
dominant and autosomal recessive disease, as well as hypophosphatemic rick-
ets with hypercalciuria. The X-linked form is the most common. We do think
that our patients have a condition inherited in an X-linked dominant pattern,
suggesting that probably the father passes the X-linked trait to his girls. We
have some issues with the management of these children: - lack of genetic or
biochemical tests to confirm the diagnosis – lack of phosphorus salts available
in the country – counseling of the parents who are feeling guilty to have maybe
a mutated gene, the reversibility of the bone abnormalities or not.
d. Conclusions
Hereditary hypophosphatemic rickets can be seen in children in the low-
middle income countries. Early diagnosis and adequate management can help
to prevent the growth delay and the bone abnormalities.

PO-135
Neuropsychological and neuroanatomical phenotype in 17 French pa-
tients with nephropathic cystinosis.
A. Curie(1), N. Touil(1), S. Gaillard(1), F. Cotton(1), G. Deschênes(2), D.
Morin(3), A. Bertholet-Thomas(1), P. Cochat(1)
(1) Hospices Civils de Lyon, Bron, France; (2) Hôpital Robert-Debré, Paris,
France; (3) Centre Hospitalier Universitaire de Montpellier, Montpellier,
France

a. Objectives
Nephropathic cystinosis is a rare autosomal recessive disorder caused by in-
tracellular cystine accumulation. Proximal tubulopathy (Fanconi syndrome) is
one of the first signs, leading to end-stage renal disease between the age of 12
and 16. Other symptoms occur later and encompass endocrinopathies, distal
myopathy and deterioration of the central nervous system. Treatment with
cysteamine if started early can delay the progression of the renal disease.
Little is known about the neurological impairment which occurs later. The
goal of the present study was to find a possible neuroanatomical dysmorphic
pattern that could help to explain the cognitive profile of cystinosis patients.
b. Methods
17 patients (mean age=17.6 years, [5.4-33.3]) with nephropathic cystinosis
were included in the study. Neuropsychological assessment was performed
including intelligence (Intelligence Quotient (IQ) with Wechsler’s scale),
memory (Children Memory Scale and Wechsler Memory Scale), visuo-
spatial (Rey’s figure test) and visuo-perceptual skills assessments. Structural
brain MRI (3T) was also performed in 16 out of 17 patients, with high reso-
lution 3D T1-weighted, 3D flair, DTI and spectroscopy sequences.
c. Results
Intellectual efficiency was normal in patients with cystinosis (mean Total
IQ=100). However the Perceptual Reasoning Index (mean=87, [63-109])
was significantly lower than the Verbal Comprehension Index (mean=100,
[59-138], p=0.003). Memory assessment showed no difference between visual
and verbal memory. But the working memory was significantly impaired in

comparison with the general memory skills (p=0.003). Visuospatial skills as-
sessment revealed copy and reproduction scores below the 50th percentile rank
in more than 70% of the patients. Brain MRI showed cortical and sub-cortical
cerebral atrophy, especially in the parieto-occipital region.
d. Conclusions
Patients with cystinosis have a specific neuropsychological and neuroanatom-
ical profile.

PO-136
Bartter Syndrome Caused by novel mutations of CLCNKB in China
X. Yang, Q. Li
Children`s Hospital of Chongqing Medical University, Chongqing, China

a. Objectives
To investigate the clinical manifestations, diagnosis and treatment of Bartter
syndrome caused by novel mutations in Chinese chindren.
b. Methods
Clinical data of 14 patient with Bartter syndrome seen in our hosiptal was
analyzed, while genomic DNAs of the patient and her parents were analyzed.
c. Results
Bartter syndrome is a kind of autosomal recessive inherited renal disorder that
has been characterized by the association of hypokalemia, hypochloremia,
metabolic alkalosis, vomiting, growth retardation , the activation of the
renin-aldosterone axis, normal blood pressure, and genetic analysis is the most
reliable way to diagnose. Comprehensive therapy with antisterone, indometh-
acin, catopril and potassium have remarkable effect. However, we identified
two compound heterozygous mutations in CLCNKB gene, a splice mutation
and a deletion mutation, neither of which was reported yet or found in con-
trolled samples.
d. Conclusions
Bartter syndrome should be considered when children have unreasonable con-
tinuous hypokalemia, hypochloremia, metabolic alkalosis and growth retarda-
tion. It can be clinical diagnosed by clinical manifestation and hydrochloro-
thiazide testï¼'HCTï¼', and genetic analysis is the most reliable way. It can be
ameliorated by potassium and magnesium supplementation, antialdosterone
medications, prostaglandin inhibitors and antisterone. Since we reported two
novel CLCNKB gene mutations in aChinese patients with classical Bartter
syndrome suffering persistent growth retardation.More examinations and long
follow-up should be taken into account.

PO-137
Renal Fanconi syndrome with mitochondrial complex IV deficiency.
O. Aksoy, F.S. Cayci, M. Gunduz, O. Unal, A. Koksoy, N. Dincel, U.S.
Bayrakci
Ankara Child Health, Hematology, Oncology Education and Research
Hospital, Ankara, Turkey

a. Objectives
Proximal tubular dysfunction which is known as renal Fanconi Syndromemay
be caused by different etiologies.
b. Methods
Here, we report a patient with proximal renal tubular acidosis with mitochon-
drial respiratory chain complex IV deficiency.
c. Results
The patient is a 2-year-old boy who applied to hospital with vomiting and
weakness. Laboratory evaluation revealed hypokalemia (serum potassium is
2.6 mmol/L), hypophosphatemia (serum phosphorus is 3.2 mg/dL ), hypocal-
cemia (serum calcium is 7.8 mg/dL), metabolic acidosis with phosphaturia,
glycosuria, and generalized aminoaciduria. Reducing agent was positive in
urine sample. Serum pyruvate levels were high. Left ventricular non-
compaction anomaly was found in echocardiographic examination. In cranial
MRI brain atrophy was recorded. The patient was thought to have mitochon-
drial cytopathy, therefore muscle biopsy was performed. Muscle biopsy and
analysis of the specimen revealed a deficiency in complex IV activity.
Complex IV level is 84 U/gr protein (normal range is 112-351 U/gr protein).
Also Complex IV/SS ratio is low. The patient has been administered
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bicarbonate, phosphorus, calcium, potassium and vitamin supplements togeth-
er with coenzyme Q.
d. Conclusions
Mitochondrial cytopaties effect multiple organ systems and may lead to renal
Fanconi syndrome.

PO-138
Clinical and genetic features of congenital nephrogenic diabetes insipidus:
A Single Center Experience
B. Atmis(1), A. Karabay Bayazit(1), E. Melek(1), A. Bisgin(2), A. Anarat(1)
(1) Cukurova University, Department of Pediatric Nephrology, Adana, Turkey;
(2) Cukurova University, Department of Genetics, Adana, Turkey

a. Objectives
Congenital nephrogenic diabetes insipidus (NDI) is a rare disease which char-
acterized by unresponsiveness to arginin vasopressin (AVP) in collecting ducts
and lead to polyuria/polydipsia. Congenital NDI caused by mutation in AVP
receptor (X linked-90%) or aquaporin-2 channels (autosomal dominant/reces-
sive-10%).
b. Methods
A retrospective analysis was conducted on patients with NDI treated and
regularly followed at a single academic center. Patients' medical records were
reviewed and clinical manisfestation and genetic results were analysed.
c. Results
9 children (5 males,4 females) who have diagnosed congenital NDI, involved
in this study. Patients of age at diagnosis were generally in infantil
period.Mean age at diagnosis was 5 months. Mean follow-up period of pa-
tients was 115months.At the time of diagnosis, their symptomswere polyuria/
polydipsia (67%), fever (33%), hypernatremic dehydration (22%), constipa-
tion (22%), vomiting (22%), unilateral hydronephrosis (11%).The consan-
guineous marriage frequency was found to 33.3%. The family history of our
patients for NDI was found to 33.3%. All patients started hydrochlotothiazide-
amiloride and indomethacin with low sodium diet. Four male children who
were incompa t ib l e wi th the t r ea tmen t deve loped b i l a t e r a l
hydroureteronephrosis (HUN) on their follow-up. VCUG was performed to
patients who had bilateral HUN and no vesicoureteral reflux was found. Large
capacity hypotonic bladder dysfunction was detected in 56% of patients and
clean intermittent catheterization requirement was found in 44% of
patients.Hypertensionwas defined in 2 of 9 patients.We detectedAVPR2 gene
mutation in 3 male and AQP2 gene mutation in 2 female. Four of patients
genetic analysis are still pending.
d. Conclusions
Congenital NDI affects generally males and diagnosed in infancy. Patients
with NDI who refuse the medication are increased risk of urinary tract dilata-
tion in their follow up and renal functions could worsen in these patients.

09 - Other inherited disorders; cystic kidney diseases

PO-139
Online survey exploring opinions of European pediatric/adults nephrolo-
gists and geneticists about diagnostic testing of asymptomatic offspring
from families affected by Autosomal Dominant Polycystic Kidney Disease
D. Mekahli(1), S. De Rechter(1), J. Kringen(2), C. Bergmann(3), E.
Levtchenko(1), B. Bammens(1), P. Borry(4), F. Schaefer(5)
(1)University Hospital Leuven, Leuven, Belgium; (2)University of NewHaven,
New Haven, United States; (3) University Medical Center Freiburg, Freiburg,
Germany; (4) KU Leuven, Leuven, Belgium; (5) Division of Pediatric
Nephrology. Kidney Center for Children and Adolescents Heidelberg
University Center for Pediatrics and Adolescent Medicine, Heidelberg,
Germany

a. Objectives
Autosomal dominant polycystic kidney disease (ADPKD) is considered as an
adult disease and whether children should be tested remains a matter of con-
troversy. The main arguments against this testing:(1)the current absence of

effective treatment(2)the possible psychological stress(3)the fear of being un-
able to obtain life or medical insurance. Our aim is to assess the attitudes of the
caregivers concerning testing of offspring in ADPKD families and to identify
the underlying arguments which have never been studied
b. Methods
We used an online questionnaire aimed for paediatric, adult nephrologists and
geneticists
c. Results
410 responded (53.4% male,mean (SD) age of 48.3(9.8) years) including 151
adult, 216 pediatric nephrologists and 43 geneticists. All three specialities
agreed that it was appropriate to “encourage clinical testing in adults”. While
all supported that doctors should “encourage clinical testing in minors”, pedi-
atric nephrologist demonstrated stronger agreement (p<.001) than geneticists.
Regarding ethical concerns, although all exhibited some disagreement with the
statement that “prenatal genetic diagnosis is ethically justified”, adult and
pediatric nephrologists exhibited higher levels of disagreement compared to
geneticists (p<.01). Similarly, all exhibited disagreement with the statement
that “termination of pregnancy for ADPKD is ethically justified”. Again, adult
and pediatric nephrologists exhibited significantly higher levels of disagree-
ment than geneticists (p< .01). Finally, geneticists exhibited agreement with
the statement that “pre-implantation genetic diagnosis is ethically justified”.
This position was significantly different that of adult and pediatric nephrolo-
gists who exhibited disagreement (p<.001)
d. Conclusions
Our survey demonstrated that most of the caregivers will support clinical
testing of the offsprings of ADPKD families, however, there is no consensus
on the value of genetic testing neither on the ethical issues of the family
planning.

PO-140
Clinical and genetic presentation of nephronophthisis and associated
ciliopathies
J. Koenig(1), S. Koenig(1), H. Omran(1), M. Konrad(1), .. GPN Studygroup(2)
(1) University Children's Hospital Muenster, Muenster, Germany; (2) German
Pediatric Nephrological Society, Berlin, Germany

a. Objectives
Nephronophthisis (NPH) and associated ciliopathies represent a major part of
cystic kidney diseases in childhood and form a main cause of pediatric end
stage renal failure. Polygenic inheritance, phenotypical variability and signif-
icant overlap between different diseases challenge clinicians and geneticists all
over the world. Therefore a standardized clinical characterization as well as the
establishment of genotype-phenotype-correlations is urgently needed.
b. Methods
The German nephronophthisis registry www.nephreg.de is an online-based
patient registry, assessing the clinical course of NPH and associated
ciliopathies in a standardized longitudinal manner with a focus on extra renal
organ manifestations.
c. Results
We present the data of 154 pediatric patients, 50% of them suffering of NPH
associated ciliopathies. Ciliary gene mutations were identified in 64% of cases
with a homozygous NPHP1 deletion being the most frequent one (n=60).
While in NPHP1 patients the clinical picture was mainly restricted to a renal
phenotype only, many other patients presented multiorgan involvement with pa-
thologies found in the liver, eyes or cns. Chronic kidney disease occured in 98%
of the NPHP1 patients but only in 78% of the nonNPHP1 group with a different
onset of endstage renal failure. Interestingly, although NPH applies as cystic
kidney disease, only 51% of patients showed cystic lesions, making renal cysts
not an obligatory feature of NPH. Due to small numbers a clearcut genotype-
phenotype correlation is not possible yet, but some trends seem to emerge.
d. Conclusions
Mutations in NPHP genes can cause a wide range of ciliopathies with
multiorgan involvement and different clinical outcomes. Standardized assess-
ment via multicenter patient registries can provide data, that help clinicians in
counselling affected families and hopefully allow a clearcut genotype-
phenotype correlation in the longrun.
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PO-141
Mainzer Saldino Syndrome - a case report
P. Markova(1), S. Marinova(2), G. Zlatanova(2), P. Miteva(2), D. Roussinov(2),
M. Gaydarova(2), N. Gechev(3), V. Minkova(4)
(1)UMHAT "St. George", Plovdiv, Bulgaria; (2)University Children's Hospital,
Medical University, Sofia, Bulgaria; (3) UMHAT, , ; (4) Military Medical
Academy, Sofia, Bulgaria

a. Objectives
Nephronophthisis (NPHP), a recessive cystic kidney disease, is the most fre-
quent genetic cause of end-stage kidney disease in children and young adults.
Cystic kidney diseases refer to “ciliopathies”. The theory is based on the
finding that all proteins mutated in cystic kidney diseases are expressed in
primary cilia or centrosomes of renal epithelial cells.It explains the multiple
organ involvement in NPHP, which includes retinal degeneration, cerebellar
hypoplasia, liver fibrosis, situs inversus, and mental retardation
b. Methods
We present 14 years old female with NPHP, with extrarenal involvement – cone-
shaped epiphyses, short status, etc.Weperformed a renal biopsy and genetic testing.
c. Results
The diagnosis was cofirmed. After one year period of observation the patient
reached an end- stage renal disease (ESRD) and kidney transplantation was
performed.
d. Conclusions
Mainzer-Saldino Syndrome is a rare, genetic disease that causes ESRD. Only
case reports are found in the literature. Our patient has a typical presentation.

PO-142
Clarify the intracellular stress response in early-stage alport syndrome
and establish an evaluation system for intracellular regulation of col4a5
K. Omachi, K. Teramoto, M. Kamura, H. Kojima, T. Yokota, M.A. SUICO, T.
Shuto, H. Kai
Kumamoto University, Kumamoto, Japan

a. Objectives
Alport syndrome (AS) is a hereditary kidney disease caused by mutation of
type IV collagen a3/4/5. Current therapeutic targets are the common pheno-
types of various kidney diseases such as proteinurea, inflammation and fibro-
sis. We focus on the specific early phenotype and primary cause of the disease
to establish a novel therapeutic approach for AS.
b. Methods
First, to study the specific early phenotype of AS, we analyzed the global
protein expression in early-stage AS glomerulus by LC-MS/MS.
Furthermore, to understand the regulation of COL4A proteins, we established
a cellular overexpression system forCOL4A3/COL4A4/COL4A5. This cellular
system is an important tool to study AS at the molecular level such as the
protein stability, degradation, quality control mechanism of wild type and
mutant COL4A5 and the heterotrimer formation of COL4A3/4/5.
c. Results
Proteomics analysis revealed that various organelle proteins were upregulated
in AS glomerulus, implying that defects in COL4A3/4/5 may induce early
stress responses in the organelles. By using COL4A3/4/5 expression system,
chase experiments revealed that the intracellular protein expressions of both
wild type and mutant COL4A5 were decreased at a relatively similar rate.
Addition of Brefeldin A, an inhibitor of ER-Golgi transport, during chase
experiment inhibited the decrease of intracellular protein expression of wild
type and non-secretedmutant (C1567R) COL4A5. These results indicated that
COL4A5 monomer was degraded at post-ER On further analysis, we showed
that BiP and PDI inhibited while GRP94 promoted the secretion of COL4A5
monomer. Overall, our data revealed that some ER chaperones are involved in
the fine-tuning of the intracellular behavior of COL4A5, and that the COL4A5
monomer is degraded at post-ER.
d. Conclusions
These findings provide a novel insight into the multi-organelle based etiology
and the molecular regulation of type IV collagen especially COL4A5, which
could help to establish a new therapeutic approach for Alport syndrome.

PO-143
Analysis of the phenotype and genotype in four Chinese children with
primary hyperoxaluria type 1
X.Y. Fang(1), H. Xu(1), G.M. Li(1), Q. Shen(1), L. Sun(1), Y. An(2), B.B. Wu(1)
(1) Children's Hospital of Fudan University, Shanghai, China; (2) Institutes of
Biomedical Sciences of Fudan University, Shanghai, China

a. Objectives
To summarize the phenotypic and genotypic characteristicsin four children with
primary hyperoxaluria type 1(PH1) and to improve the knowledge of PH1.
b. Methods
The clinical data of four children with PH1 were summarized. The Sanger
method was used to analyze exons and exon-intron junctions of AGXT gene
in patients, patients’ families and 100 healthy normal controls.
c. Results
Four children with PH1 presented with multiple and recurrent nephrolithiasis.
Two patients had chronic renal failure, of whomone had progressed to end-stage
renal disease (ESRD). Six mutations in the AGXT gene were found in four
patients, which were c.242C>A, c.2 T > C, c.605 T > A, c.823_824dupAG,
c.33_34ins C,and c.679_680+2delAAGT. An AGXT gene analysis of the pa-
tient’s family revealed that the patient had a homozygous c.33_34ins C muta-
tion; one allele was from his father, and the other mutation might have been de
novo. The AGXT gene analysis of the other three patients’ families revealed that
the patients’ mutations were from their parents, who had compound heterozy-
gous mutations. These six mutations were not found in the 100 controls. The
c.242C > A and c.605 T > A mutations were novel mutations.
d. Conclusions
Multiple and recurrent nephrolithiasis are typical clinical features in children
with PH1. Gene analysis is becoming the first-choice for diagnosis because of
noninvasive. Patients with PH1 easily progress to ESRD. Early diagnosis and
management can improve the outcome. The novel c.242C>A and c.605 T > A
mutations in our study have extended the spectrum of AGXT gene mutations.

PO-144
Idiopathic infantile hypercalcemia : a neonatal case
F.Z. Chioukh, K. Ben Ameur, H. Ben Hamida, K. Monastiri
Teaching Hospital Fattouma Bourguiba, Monastir, Tunisia

a. Objectives
Vitamin D supplementation for the prevention of rickets is one of the oldest
and most effective prophylactic measures in pediatrics. Idiopathic infantile
hypercalcemia (OMIM#143880) or Hypercalcemia induced by hypersensitiv-
ity to vitamin D is rare, and can be fatal. Clinical manifestation is characterized
by failure to thrive, vomiting, dehydration, and nephrocalcinosis.
b. Methods
To report a neonatal case of Idiopathic iInfantile Hypercalcemia
c. Results
A twenty four-days-old male was admitted for severe dehydration. He was
born by cesarean section for preeclampsia at 34 WG and was hospitalized in
our unit for 10 days. The newborn received a single dose of 200 000 IU of
vitamin D3 (VitD3 BON©) for 6 month by 15 days of age. He was asymptom-
atic until 22 days old when he developed hypotonia and vomiting. Physical
examination showed a severe dehydration, hypotonia and hypotension.
Laboratory tests showed a major hypercalcemia (4.70 mmol/l) with high uri-
nary calcium (Cau/creat.U >0.3)and low phosphoremia (1.51 mmol/l); PTH
was at 5 pg / ml, high vitaminD3 at 29,720 nmol/L, and1,25-dihydroxyvitamin
D3 at 442 pmol/l. Abdominal ultrasound showed bilateral nephrocalcinosis
grade III. Our patient received an intravenous hydration, and corticosteroids
(Hydrocortisone 3 mg / kg / day) to control hypercalcemia. Outcome was
good: normalization of serum calcium, urinary calcium level regress and the
baby has progressive weight catch. To confirm genetic involvement we
underwent a molecular analysis of CYP24A1 gene.
d. Conclusions
Hypersensitivity to Vitamin D is a rare disease that can be life threatening and
require urgent and appropriate care. Selective occurrence of toxic effects in some
individuals can be explained by a genetic sensitivity to intrinsic vitamin D.
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PO-145
Pseudohypoaldosteronism in a neonate presenting as life-threatening
hyperkalemia
F.Z. Chioukh, K. Ben Ameur, T. Khmis, H. Ben Hamida, K. Monastiri
Teaching Hospital Fattouma Bourguiba, Monastir, Tunisia

a. Objectives
:Pseudohypoaldosteronism type 1(PHA1) is a rare hereditary disorder caused
by resistance to minéralocorticoides. It is characterized by hyperkalemia,
hyponatremia, metabolic acidosis, and high plasma aldosterone and renin
concentrations.PHA1 is further classified into renal (AD) and systemic
(AR).Renal PHA1 is an autosomal dominant (AD) disorder with heteroge-
neous mutations on the gene coding for the aldosterone receptor (NR3C2).
b. Methods
We present a new case of a neonatalPHA1.
c. Results
An eight-days-old male was admitted at our intensive care unit
forhypovolemic shock. He was the second child of second degree consanguin-
eous parents. There were no perinatal complications or family history. Physical
examination showed severe dehydration, lethargy, hypotension and acidotic
breathing. Initial laboratory values at the time of admission showed : serum
sodium 114 mmol / l, serum potassium 11 mmol / l, blood-urea 7 mmol/l and
serum creatinine 70 μmol/l. His venous blood gas analysis showed metabolic
acidosis. The patient was initially managed as a congenital adrenal hyperplasia
but he did not respond to hormonal therapy.Diagnosis was revised to
pseudohypoaldosteronism disorder. Hormonal dosage showed a high aldoste-
rone : 45,000 pg / mL (standard: 300-1900), high renin activity : 2075 mIU/l.
Cortisol plasma concentrations, ACTH and 17-hydroxyprogesterone were
normal.Hydrocortisone and fludrocortisone were discontinued. The patient
required parenteral then oral sodium chloride and sodium bicarbonate.He
was discharged after his potassium and sodium levels and acidosis were
corrected and found to be stable.
d. Conclusions
Pseudohypoaldosteronism type 1 (PHA1) is a life-threatening disease.
Diagnosis should be considered in neonatal dehydration with urinary salt
wasting, hyperkalemia and metabolic acidosisespeciallywhen the response to
corticosteroids is poor.

PO-146
MYH9-related disease (MYH9-RD): a case report and review of literature
L. Zhang, Y. Wu, Y. Kang, W. Huang, G. Zhu
Shanghai Children's Hospital, Shanghai Jiao Tong University, Shanghai,
China

a. Objectives
MYH9-related disease (MYH9-RD) is an autosomal dominant disorder caused
by mutations in the MYH9 gene. The features include congenital
macrothrombocytopaenia, inclusion bodies in neutrophils and a variable risk
of developing sensorineural deafness, progressive renal impairment and
presenile cataracts.
b. Methods
Blood samples from the patient, her parents and siblings have been collected.
Gene MYH9 was sequenced and analyzed. In addition, the patient's platelets
were observed under light microscope.
c. Results
We reported a 14-year-old girl with MYH9 disorders who had been originally
diagnosed with ITP when she was six months old. The platelet count ranged
from10X109 cells/L to 20X109 cells/L. Then, she was treated with corticoste-
roids, intravenous IgG, and cyclosporine Aï¼'but the symptoms have not been
improved. 8 years later, proteinuria and hematuria were presented. Thus, she
was admitted to our hospital, large platelets were observed in her peripheral
blood smears using Wright-Giemsa's staining. However, inclusion bodies in
neutrophils were not found.Moreover, she also had sensorineural deafness and
cataracts. To explore the underlying mechanisms, gene sequence was per-
formed and p.Arg702Cys (c.2104C>T ) mutation in exon 17 was found in
patient. However, no mutations were presented in her family members.

d. Conclusions
MYH9-related disease is a rare disorder in children which is involving in
multiple systems. Gene analysis may be helpful in its diagnosis and outcome
prediction.

PO-147
Epithelial morphogenesis of urine-derived renal epithelial cells from chil-
dren with autosomal recessive polycystic kidney disease: an ex vivo study
M.E. Georgiadis, B. Soetje, D. Haffner, W.H. Ziegler
Hannover Medical School, Hannover, Germany

a. Objectives
Autosomal recessive polycystic kidney disease (ARPKD) is caused by muta-
tion of the Pkhd1 gene, which encodes fibrocystin (FPC), a type I membrane
protein of largely unknown function. Among other potential functions, FPC
appears to affect adhesion signaling of cells and their ability to orientate cor-
rectly towards one another. Recently, we established a link between loss of
FPC function and defective epithelial morphogenesis in 3D cell culture using a
canine cell line. Data in humans are lacking. Therefore, we set up assays for
analyzing human renal collecting duct epithelial cells from ARPKD patients
and healthy controls.
b. Methods
We take urine-derived renal epithelial cells (URECs) of ARPKD patients and
respective controls in culture. Populations of primary cells obtained within 14
days of culture are being characterized by different criteria for individual cells
and monolayers, and also tested in 3D cell culture conditions, which induce
formation of epithelial spheroids with defined polarity, lumen and cilia.
c. Results
We investigate differences between the cells of healthy controls and ARPKD
patients and furthermore among the cells from ARPKD patients with differing
Pkhd1 mutations and genetic background. We discriminate three morphol-
ogies of aquaporin 2 - positive UREC cells from patients and controls using
2D and 3D culture conditions. URECs collected from ARPKD patients differ
significantly with respect to cell morphology, cell division, and staining char-
acteristics in 3D culture in comparison to controls. In spheroids, development
of apicobasal polarity appears to be impaired and effects on cilia formation
await quantification.
d. Conclusions
By establishing methods allowing us to characterize the URECs of ARPKD
patients, we aim to provide essential tools for future ex vivo analysis of the
illness and for testing options of personalized pharmaceutical intervention.

PO-148
The distribution characteristic of monoclonal antibody against triple helix
of type IV collagen α chains in epidermal and renal of X-linked Alport
syndrome patients with different genotypes
X. Liu, F. Wang, J. Ding, L. Yu
Peking University First Hospital, Beijing, China

a. Objectives
To investigate the distribution characteristic of monoclonal antibody against
triple helix of type IV collagen α chains in epidermal and renal basement
membranes of X-linked Alport syndrome boys with different genotypes.
b. Methods
Indirect IF staining of monoclonal antibody angainst type IV collagen α5
chain and monoclonal antibody against triple helix of type IV
collagenα5α6α5(IV) were performed on the frozen sections of X-linked
Alport syndrome boys and nomal controls. And the phenotype and genotype
of X-linked Alport syndrome boys were analysed.
c. Results
In 10 X-linked Alport syndrome boys whose staining of α5(IV) was negative
on the EBM, the staining pattern of monoclonal antibodies against triple helix
of type IV collagen α5α6α5(IV)on the EBM was negative in 5 patients but
positive in the other 5 patients. No definite relationship between genotype and
the staining pattern was found. In 5 X-linked Alport syndrome boys whose
staining of α5(IV) was positive on their EBM and GBM, the staining pattern
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of monoclonal antibodies against triple helix of type IV collagen α5α6α5(IV)
was positive.
d. Conclusions
Mutations in the COL4A5 gene producted abnormal α5(V) chain, and the
abnormal α5(V) chain can assemble triple helix type IV collagen protomers
with other αchains. But the mechanism of how the abnormal protein distribute
to the basement membranes and assemble triple helix type IV collagen
protomers was still unknown.

PO-149
A rare case of Distal Renal Tubular Acidosis complicated with
Hypokalemic Nephropathy
X. Liu, X. Yang, X. Zhong, Y. Yao, H. Xiao
Peking University First Hospital, Beijing, China

a. Objectives
To report a rare case of distal renal tubular acidosis boy complicated with
hypokalemic nephropathy, and analyze the association of hypokalemia, renal
tubular acidosis and renal cysts.
b. Methods
Detailed clinical data were collected and analyzed. Renal ultrasound and MRI
were detected to follow up the change of renal cysts.
c. Results
A9 years old boy, first presented to hospital with a complaint of poor growth and
motor retardation at 9 months old. Initial blood investigations showed hypoka-
lemia, hyperchloremic acidosis, with urine PH >5.5.Renal ultrasound showed
calcinosis. Renal tubular acidosis and inbornmetabolic error were suspected, but
no positive was result shown in metabolic screening test. Treatments of sodium
bicarbonate, potassium citrate were started, but the follow-up was irregular and
the treatment of potassium citrate was not persistent. Other problems, such as
growth retardation, rickets, consistent muscle weakness, polyuria and polydipsia
developed, and he had experienced several episodes of paralysis which could be
relieved by potassium chloride infusion. At the age of 8, urine analysis showed
alkalinuria, low titratable acid and FeHCO3. Urine anion gap was 37.39
mmol/L. So the diagnosis was type I renal tubular acidosis. But the lab investi-
gation also showed small molecular proteinuria, aminoaciduria and increase of
calcium, phosphorus and potassium in urine. Multiple cysts were found in a
latest renal ultrasound. In consideration of his long term hypokalemia, a diag-
nosis of hypokalemic nephropathy was made. After treatment of sodium bicar-
bonate, potassium citrate and phosphorous salts, his symptom improved with
correction of hypokalemia and metabolic acidosis. After 6 months’ follow up,
his urine protein was negative and the size of renal cysts was decreased.
d. Conclusions
Persistent hypokalemia might induce to hypokalemic nephropathy, which
manifest as renal tubular injury and renal cysts. Doctors should pay attention
to hypokalemia and correct it as soon as possible.

PO-150
When is biopsy-proven tubulo-interstitial nephritis not tubulo-interstitial
nephritis ?
N. Ware(1), D. Bockenhauer(1), K. Chong(1), R. Krishnan(2), N. Sebire(1), S.
Stephens(3), S. Marks(1)
(1) Great Ormond Street Hospital, London, United Kingdom; (2) University
Hospital of Wales, Cardiff, United Kingdom; (3) Bristol Royal Hospital for
Children, Bristol, United Kingdom

a. Objectives
Differentiating tubulo-interstitial nephritis (TIN) from nephronophthisis
(NPHP) can be difficult clinically but also histopathologically from percuta-
neous renal biopsy.
b. Methods
Retrospective case note review of patients from a single centre (although two
patients referred from a tertiary to quaternary referral centre prior to diagnosis).
c. Results
Four paediatric patients (50%male) aged 2-12 (median 10) years were diagnosed
with biopsy-proven acute TIN without clinical evidence of uveitis and were

treated without response to intravenous then oral corticosteroids. All patients
were subsequently diagnosedwith juvenile nephronophthisis at 0.08-5 years after
presentation. 50% of our cases had evidence of NPHP1 deletions. One patient
who is now awaiting a renal transplant was diagnosed as Joubert Syndrome at 9
years of age having been previously treated with 4 months of coticosteroids for
TIN. On review of a cranial MRI scan which was reported as normal, the
pathognomic molar tooth sign was noted. Another patient who is also awaiting
a renal transplant was treated as possible Sjogren's disease following a biopsy but
after 10 days of corticosteroids and no improvement in renal function the biopsy
was reviewed again and a diagnosis of NPHP was made. The other two patients
had similar presentations and have been transferred to adult services (one with
functioning and other with failed renal transplant on haemodialysis).
d. Conclusions
This series highlights the requirement for paediatric nephrologists to consider
NPHP as a diagnosis in patients even with biopsy-proven TIN due to the
presence of an inflammatory infiltrate with tubular atrophy and interstitial
fibrosis. In approximately 25% of all NPHP cases there is a deletion in the
NPHP1 gene and genetic screening is now recommended for any patient
where NPHP is considered. Approximately 10% of children with NPHP have
extrarenal abnormalities, and the presence of these in a child with renal im-
pairment shoudl provoke consideration of NPHP as a diagnosis.

PO-151
Cystic kidney diseases : our experience in diagnosis and management
A. Georgieva
MHAT "Plovdiv", Plovdiv, Bulgaria

a. Objectives
The aim of this paper is to present our experiance in diagnosis andmanagement of
Cystic Kidney Diseases (CKD), because they are common in infants and children.
b. Methods
Our experience is based on 70 patients (41 loys , 29 girls), aged from newborn
to 19 years The collected data include: Family history; Clinical examination;
Biochemistry; Urine analysis; Ultrasound scan (US); Other imaging methods;
Genetic testing.
c. Results
MULTICYSTICDYSPLASTICKIDNEY (MCDK). 29/70 children (19 boys,
10 girls) were presented with unilateral MCDK. Of the 17 children with non-
surgical management, 10 showed total involution, 3 - partial regression, and 4
were unchanged at the time of the study. One baby boy was born with bilateral
MCDK and soon after died.
AUTOSOMAL RECESSIVE POLYCYSTIC KIDNEY DISEASE
(ARPKD). 3/ 70 patients were with ARPKD – 2 girls (1 month and 4 years
of age) and 1 boy on 8 years.The US imaging on the baby showed bilateral
enlarged kidneys, which are diffusely echogenic with poor corticomedulary
differentiation. Two of the patients had a genetic test.
AUTOSOMAL DOMINANT POLYCYSTIC KIDNEY DISEASE
(ADPKD).10/70 patients were with ADPKD (4 boys, 6 girls), aged from 3
to 19 years. All patients showed typical US imaging. The diagnosis was con-
firmed by MRU, or by CT.
NEPHRONOPHTHISIS. One boy on 5 years present with typical clinical
sings (polydipsia, polyuria, enuresis and reduced urinary concentration) for
Juvenile Nephronophthisis.
ISOLATED CYSTS. We diagnose 26 patients with isolated cysts (15 boys,
11girls). The cysts were single or multiple, with different sizes. Most of them
without symptoms of kidney disease.
d. Conclusions
Large proportion of the patients with CKD may be diagnosed by US imaging.
Only small part of them need additional imaging methods. The genetic testing
is the most important for the diagnosis of inherited CKD.

PO-152
Diagnosis of a boy with sporadic Alport Syndrome using next generation
sequencing
Z. Yu, L. Li, S. Wang, F. Zhao, X. Nie, J. Huang
Fuzhou Dongfang Hospital, Fuzhou, China
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a. Objectives
To study the feasibility of testing three disease-causing genes of
Alport syndrome, COL4A3,COL4A4 and COL4A5, in diagnosing pa-
tients with sporadic Alport syndrome using targeted capture and next
generation sequencing.
b. Methods
The clinical data of a 9-year-old boy suspected with Alport syndrome
were collected. Genomic DNA was extracted using standard procedures
from the periphera blood leukocytes of the patient and his parents, re-
spectively. Targeted capture and next generation sequencing and Sanger
sequencing were applied to analyze the mutations in the three disease-
causing genes.
c. Results
The patient presented with neither family history of hematuria nor
chronic renal failure. He was found to have haematuria and proteinuria
at the age of 1 year. He presented with episodes of macrohaematuria
and gradually developed nephrotic-level proteinuria. At the age of 8.6
he was diagnosed with bilateral sensorineural hearing loss. So a prob-
able diagnosis of AS was postulated. A compound heterozygous path-
ogenic mutations of 3578-1G>A and 3967 C>T (Q1323X) was identi-
fied in the COL4A4 gene in the patient. The mutation of 3578-1G>A
was inherited from his father, and the mutiont of Q1323X from his
mother. The patient was definitely diagnosed with autosomal recessive
Alport syndrome.
d. Conclusions
Testing three genes of COL4A3, COL4A4 and COL4A5 can help diagnose
patients with sporadic Alport syndrome using targeted capture and next gen-
eration sequencing.

PO-153
Severe Tuberous sclerosis with PKD: 5 yaers follow up
D. Ivanov
Shypik Medical Academy of Postgraduate Education, Kiev, Ukraine

a. Objectives
Tuberous sclerosis (TS) is an autosomal dominant genetic disorder resulting in
benign tumors in organs. In approximately 85% of TS cases mutations are
found in the TSCl (9q34) or TSC2 (16p13)genes. Approximately one third of
all TS cases are inherited while all other cases arise as a result of a new
mutation.
b. Methods
Disease onset occurred at 6 months of age in a boy from clinically healthy
parents with the appearance of generalized convulsions on the background of
hypertension 170-190/110-140 mm Hg.PT. At the age of 7 months PKD was
diagnosed. GFR 46 ml/min. MRI results 2 cortical tubers. There are a lot of
typical skin lesions. Genetic study in 14 months confirmed TSC2 Del /Dup
result: Deletion of exons detected 33-41 associated with Tuberous sclerosis
(predicted disease-associated associated mutation). The grandfather has the
same skin lesions. The goal of treatment was to 1) initial therapy to save life
2) slowing the progression of kidney function loss. The child received the
combination of enalapril/aliskiren, moxonidine, torasemid from the onset of
disease..
c. Results
5-year continuous treatment gave the following results. eGFR 69 ml/min,
kidney volume minus 12%. Blood pressure 95-110/56-70. Cortical tubers plus
4%.Mental function in intensive special education corresponds to age 4 years.
Convulsions are absent. Physical development corresponds to age. Physical
endurance is reduced by 34% to age.
d. Conclusions
5 years of continuous use of a combination of maximum doses of ACEI+
moxonidine+diuretic in a child with tuberous sclerosis ensured renoprotective
effect, which provided a physiologically compensated by the development of
the child. Intensive training of the child helped to ensure the progressive
development of mental functions. The combination of ACEI+moxonidine+
diuretic showed safety in long-term employment since the age of 1 year
child.

PO-154
Screening for risk factors of chronic kidney disease progression in chil-
dren with autosomal dominant polycystic kidney disease
I. Zaluska-Lesniewska(1), A. Moczulska(2), M. Tkaczyk(3), P. Sikora(4), D.
Polak-Jonkisz(5), L. Hyla-Klekot(6), M. Szczepanska(7), A. Zurowska(1)
(1) Department of Pediatrics, Nephrology and Hypertension, Medical
University Gdansk, GDANSK, Poland; (2) Department of Pediatric
Nephrology, Jagiellonian University Cracow, Cracow, Poland; (3)

Department of Pediatrics, Immunology and Nephrology, CZMP Lodz, Lodz,
Poland; (4) Department of Pediatrics, Pediatric Nephrology , Medical
University Lublin, Lublin, Poland; (5) Department of Pediatric Nephrology ,
Medical University of Wroclaw, Wroclaw, Poland; (6)Department of Pediatric
Nephrology, Chorzow Centre Pediatrics and Oncology, Chorzow, Poland; (7)

Department of Pediatrics, Pediatric Nephrology, Silesian Medical
University,Zabrze, Zabrze, Poland

a. Objectives
Autosomal dominant polycystic kidney disease (ADPKD) is the most frequent
renal genetic disease that leads to end stage renal failure in humans. Progression
of established chronic kidney disease (CKD) is dependent on both genetic and
nongenetic factors. Among identified modifiable progression factors the most
extensively studied have been hypertension and proteinuria. The aim of the
study was to assess the frequency of screening for the most common nongenetic
factors of progression of CKD in children with a diagnosis of ADPKD.
b. Methods
We present the initial results of a multicentre study involving 8 pediatric
nephrology centres. The study was designed as a cross sectional analysis of
the presence of nongenetic factors of CKD progression in an identified cohort
of children and adolescents (age 1-18 yrs) with ADPKD. A questionnaire on
the casual blood pressure measurements, 24 –h ABPM, renal function and
presence of albuminuria and proteinuria was collected and analyzed.
c. Results
137 subjects (71 girls and 66 boys) were included in the study. ADPKD was
diagnosed on the basis of ultrasonography findings and a positive family
history. The mean age of the studied cohort was 10,6 yrs (3 - 17,9 yrs).
Mean time from diagnosis was 4 yrs. 123/137 subjects (89,8 %) had casual
blood pressure measurements performed and 39/137 (28,5%) had 24-h
ABPM. Hypertension was diagnosed in 21/123 (17%). Mean eGFR was
111,6 ml/min/1,73m2 (range: 31,3 do 182 ml/min/1,73m2). Albuminuria had
been assessed in 23/137 (16,8%) and proteinuria in 71/137 (51,8%) of sub-
jects. In children with established hypertension albuminuria had been moni-
tored in 5/21 (23,8%) and proteinuria in 17/21 (80,9%).
d. Conclusions
1. Subjects with established ADPKD are not regularly screened for modifiable
risk factors of CKD progression in the first 2 decades of life.
2. In monitored children with ADPKD nongenetic risk factors of CKD pro-
gression are frequently identified.

PO-155
Globotriaosylceramide (GL-3) Accumulation in the Renal Biopsy of a 1-
year-old Patient with Fabry Disease and Ureteropelvic Junction
Obstruction
D. Ripeau(1), F. Masllorens(2), N. Lago(3), H. Amartino(4), J.I. Bortagaray(5),
H.A. Repetto(2)
(1)Hospital de Clinicas, Caba, Argentina; (2)Hospital Posadas, Buenos Aires,
Argentina; (3) University of Buenos Aires, Buenos Aires, Argentina; (4)

Hospital Universitario Austral, Buenos Aires, Argentina; (5) Hospital
Garrahan, Buenos Aires, Argentina

a. Objectives
Fabry disease is a x-chromosome hereditary disease with an incidence of
1/40000 newborns. Nowadays it presents as much in males as in females and
its first clinical symptoms are seen in pediatric patients. Patients have reduced or
no activity of alpha-galactosidase which leads to progressive accumulation of
GL-3 in lysosomes of all types of cells. This early deposition disrupts lysosomal
function, leading to cell death, metabolic problems, vascular lesions, endothelial

Pediatr Nephrol (2016) 31:1765–1983 1813



dysfunction, oxidative stress, alterations in autophagy tissue ischemia, and finally
producing fibrosis in different tissues. On the other hand, ureteropelvic junction
obstruction (UPJO) is the most frequent congenital anomaly of the urinary tract;
with an incidence of 1 in 1000-2000 newborns.
A patient with antenatal diagnosis of Fabry disease and pre-natal diagnosis of
UPJ is described. GL-3 deposits were found in all progeny of renal cells in the
surgical biopsy.
b. Methods
<pre class="tw-data-text vk_txt tw-ta tw-text-small" data-fulltext="" data-
placeholder="TraducciÃ'''Ã''Ã'Â3n" dir="ltr" id="tw-target-text"
style="unicode-bidi: isolate; font-family: inherit; border: none; padding: 0px
0.14em 0px 0px; position: relative; margin-top: 0px; margin-bottom: 0px; re-
size: none; overflow: hidden; width: 237.5px; white-space: pre-wrap; word-
wrap: break-word; color: rgb(33, 33, 33); height: 48px; font-size: 16px !impor-
tant; line-height: 24px !important;"> Case report description and liteture review.
c. Results
Patient Report: Prenatal diagnosis of FD and severe left hydronephrosis (left
renal pelvis 23 mm) He was born at term with adequate weight. Enzymatic
activity of Alpha-Gal A was low and the molecular analysis confirmed the
family’s mutation. Pyeloplasty was performed when he was 17 months old
and, having obtained informed consent, a small piece of kidney was studied,
showing evidence of characteristic GL-3 deposits in all cell types and showed
podocyte “effacement”, a marker of injury and stress (Fig. 1).

& A y B: High-resolution optical microscopy: A Scarce tubular-
interstitial component. B Gb3 deposits in all glomerular cell com-
partments (Arrows). C: Electronic Microscopy: Intra-capillary la-
mellar bodies in endothelial and mesangial cells (arrows). Se

d. Conclusions
We demonstrate in this report that the deposits that lead to the sequence of a
series of inflammation and fibrosis are present at a very early age. Based upon
this finding, one can speculate about the prevention of late lesions with an
early start of enzyme replacement therapy (ERT). Long term follow-up studies
will be necessary to confirm this hypothesis.

PO-156
Podociturya in patients with fabry disease: preliminary report
J.M. Liern(1), M. Valencia(1), G. Ceballos(1), A. Fanbold(1), G. Vallejo(1), E.
Zotta(2)
(1) Children`s Hospital Ricardo Gutierrez, Buenos Aires, Argentina; (2)

Catedra de Fisiopatologia, FFyB.UBA.IFIBIO Houssay-Conicet, Buenos
Aires, Argentina

a. Objectives
To assess quantitatively the podocitury in controls group (CG), in patients with
steroid-sensitive nephrotic syndrome in relapsed (SSNS-r) and remission
(SSNS-R) and in patients with Fabry disease (FD).

b. Methods
We did an observational prospective cohort study, in which we included
healthy patients (CG), patients with FD, with SSNS-r and SSNS-R.
Patients were evaluated quarterly and the variables included: proteinogram,
serum creatinine, serum cholesterol proteinuria / day, albuminuria and
podocyturia by immunocytochemistry in urine sediment identifying
synaptopodin positive cells. We quantified podocytes in 5 fields of x20 using
image Pro Plus analyzer.
c. Results
14 patients (3 NSSS-r, 3 NSSS-R, 6 with FD and 2 CG) were analyzed. A
significant difference in the presence of urine podocytes in SSNS-r and FD
groups compared with NSSS-R and the CG, (p 0.0193) was observed (Tukey-
KramerMultiple Comparisons). A significant correlation between albuminuria
and podocitury was observed (r =0.6). No differences in serum creatinine
between groups was observed (p=0.35). Table 1 This report is preliminary.

& Table 1: Evolution of the four groups during the study
d. Conclusions
Our preliminary study suggests that the detection of podocitury in patients with
proteinuric nephropathies could be used as an early marker of kidney damage.

PO-157
The effect of ACE inhibitors on the urinary excretion of transforming
growth factor-β1 (TGF-β1), epidermal growth factor (EGF) in children
with autosomal-dominant polycystic kidney disease (ADPKD).
S. Papizh, V. Dlin, I. Leontieva, T. Vinogradova
N.I. Pirogov Russian National Research Medical University, Research and
Clinical Institute of Pediatrics, Moscow, Russian Federation

a. Objectives
Progresses of ADPKD characterized by interstitial inflammation and fibrosis.
TGFβ1and EGFplays a pivotal role in the progression of renal fibrosis. The
purpose of this study was to investigate the anti-fibrogenic effect of ASEi in
children with ADPKD.
b. Methods
21 children (12M/9F) with ADPKD and normal renal function (CKD 1 st) were
examined. The median age was 13.0 (IQR: 9.0;15.3) years. Patients were divided
into 2 groups: 1st - without therapywith ACEi (n=8), 2nd - on therapywith ACEi
(enalapril) 0.1-0.2 mg/kg/d (n=13). All children 1st group don’t had hypertension.
In 2nd group was children withuncorrected and newly diagnosed hypertension
(n=7) and children with normal BP and hypertension with was corrected to back-
ground ACEi (n=6). Duration of follow-up was 12.0 (12; 12) months.Laboratory
tests included urinary EGF, TGF-β1 levels (were corrected for urinary creatinine
excretion). EGF, TGF-β1 levels was assayed using the ELISA.
c. Results
The children of 1st group: urinary excretion levels of TGF-β1 and EGF at 1
year follow-up did not differ compared with the initial levels of excretion of
these cytokines (289 (217.9;470,1) vs 298.5 (181.6;443) ng/mmol Cr (p=0.32)
for TGF-β1; 290 (170;530) vs 270.4 (247.6;303.6) ng/mmol Cr (p=0.46) for
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EGF).The childrenof 2st group at 1 year follow-up showed reduction of urinary
TGF-β1 excretioncompared with the initial levels (251.9 (96.1;478.4) vs 149
(71;298) ng/mmol Cr (p=0.05)), tendency to reduce urinary EGF excretion
(250 (90;390) vs 139.3 (72.8;340.9) ng/mmol Cr (p=0.06)). Children of 2st

group withhypertension also showed reduction of urinary TGF-β1 (96.1
(69.1;728.1) vs 71 (63;149) ng/mmol Cr (p=0.01)), tendency to reduce urinary
EGF excretion (100 (70;870) vs 75.1 (59;162.8) ng/mmol Cr (p=0.07).
d. Conclusions
ACEi therapy, even without correction BP, has a kidney-protective effect, as
evidenced by the decrease in urinary excretion of cytokines having
profibrogenic effect.

PO-158
DGKE Nephropathy: Genotypes, Phenotypes and Outcomes
M. Lemaire(1), K. Azukaitis(2), E. Simkova(3), M. Galiano(4), A. Gajjar(5), H.I.
Cheong(6), B. Lange-Sperandio(7), F. Schaefer(8)
(1) Hospital for Sick Children, University of Toronto, Toronto, Canada; (2)
Vilnius University, Vilnius, Lithuania; (3) Dubai Hospital, Dubai, United
Arab Emirates; (4) University of Erlangen-Nürnberg, Erlangen, Germany; (5)

Children's Hospital of Philadelphia, Philadelphia, United States; (6) Seoul
National University, Seoul, South Korea; (7) Ludwig-Maximilians-University,
Munich, Germany; (8) Heidelberg University Hospital, Heidelberg, Germany

a. Objectives
Recessive mutations in diacylglycerol kinase epsilon (DGKE) are a recently
discovered cause of atypical hemolytic uremic syndrome (aHUS) mediated via
abnormal phospholipid metabolism. The objective of this study was to char-
acterize 8 new cases combined with those published to date to gain insights
into the phenotypic spectrum, genotype-phenotype associations, and natural
history of DGKE nephropathy.
b. Methods
Genetic testing was done in certified laboratories. Previously reported cases
were identified by Pubmed search. The time to end-stage renal disease was
assessed by Kaplan Meier analysis.
c. Results
We present the clinical characteristics for 8 patients from 6 unrelated kindreds.
Importantly, we identified three new disease-causing mutations in Emirati
(p.Lys109Glu), Korean (c.1524+2 T>C) and Indian kindreds (p.T204Nfs*4).
In the total cohort of 42 children (from 25 unrelated kindreds), which includes
34 previously reported patients, 32 were diagnosed in the first year of life. The
range of age at onset for children with evidence of TMAwas much lower than
those that did not (3-13 months vs. 2-17 years, respectively). Out of 26 cases
with available biopsy results, 15 showed thrombotic microangiopathy (TMA),
9 MPGN-like features, and 1 had features of TMA and MPGN. Thus far, 11
children have progressed beyond chronic kidney disease stage 3. Of these, 4
were transplanted with excellent outcomes and one patient developed a de
novo post-transplant membranous nephropathy. The phenotype of patients
harboring the same pathogenic genotypes - in particular, mutation concordant
affected siblings - was more heterogenous than expected. Mild
hypocomplementemia was observed in 7/42.
d. Conclusions
DGKE nephropathy may present either by early-onset aHUS or as a
primary glomerulopathy, progresses to chronic and end-stage kidney
disease in the majority of patients, without clear genotype-phenotype
associations. Kidney transplantation is a feasible therapeutic option in
this disease.

PO-159
Renal Features of Bardet Biedl Syndrome: A Single Center Experience
B. Atmis, A. Karabay Bayazit, E. Melek, A. Anarat
Cukurova University, Department of Pediatric Nephrology, ADANA, Turkey

a. Objectives
Bardet Biedl syndrome (BBS) is a multisystemic disorder which described as a
ciliopathy. BBS characterized with dysphormic extremities, retinitis
pigmentosa, obesity, hypogenitalism, mental retardation and renal structural

abnormalities. Renal symptoms in BBS are nonspecific and often undetected
until end-stage renal disease.
b. Methods
Here, we reported 23 BBS children who have had renal abnormalities
and evaluated their features highlights of the literature from a single
center.
c. Results
23 children (12 males, 11 females) involved who have BBS and renal
abnormalities. Patients of age at diagnosis were very variable (2 days-16
years). Mean age at diagnosis was 87 months. Mean follow-up period of
all patients was 42 months. All 23 children had abnormal kidney ultra-
sound. These abnormalities were polycysts (35%), hyperechogenic kidneys
(35%), fetal lobulation (22%), hypoplasia at least one kidney (22%) and
hydronephrosis at least one kidney (18%). Vesicoureteral reflux (VUR)
and neurogenic bladder detected 11% and 22% of patients who had
performed VCUG, respectively. Proteinuria was found in 39% of patients.
Hypertension was defined and treated in 22% of all patients. At the time
of diagnosis, 17% of patients had normal renal function (estimated glo-
merular filtration rate>90 ml/min/1.73m2). 22% of patients were chronic
kidney disease (CKD) stage 2, 17% of patients were at CKD stage 3,
22% of patients were at CKD stage 4 and 22% of patients were at the
end stage renal disease (CKD stage 5). Seven of them needed renal
replacement therapy while their follow-up (Renal transplantation:3 patient,
hemodialysis:3 patient, peritoneal dialysis:1 patient). All of our 23 chil-
dren had retinitis pigmentosa, seventeen of them (82%) had obesity, twen-
ty two of them (96%) had mental retardation.
d. Conclusions
Renal involvement is now accepted as a cardinal feature and most
important factor cause mortality in BBS. In the highlights of literature
we reported our BBS patients, who had renal disease, from a single
center.

PO-160
Analysis of renal impairment in 102 children with Wilson's disease
X. Wang, Y. Yao
Peking University First Hospital, Beijing, China

a. Objectives
Since the diverse manifestations of renal impairment appear in differ-
ent periods of Wilson's disease(WD), misdiagnosis is not rare. We
carried out this study to find the clinical features of renal impairment
in children with WD.
b. Methods
We enrolled 102 children withWDwho had been treated at our department from
January 1995 to December 2012. Renal impairment is enclosed one of follow-
ings: abnormal urinalysis (proteinuriaï¼'hematuria,glucosuria,hypercalcinuria or
increase of urine NAG; abnormal renal function (BUN≥7.14 mmol/L,
Scr≥176.8 mol/L); abnormal renal ultrasound or kidney biopsy; excluding renal
involvement caused by other factors.
c. Results
Demographic data: There are 58 with abnormal urine analysis in 102 WD
patients. Excluded 14 with only once and 10 with D-penicillamine treat-
ment, the remaining 34 patients: 14 boys and 20 girls.The disease course
ranged from 3 days to 10 years. Clinical presentations:14 had hematuria,
4 had proteinuria and 15 had both proteinuria and hematuria,2 cases were
nephrotic proteinuria, 1 case was renal tubular acidosis. Urine NAG in-
creased in 12, urine RBC phase morphology was detected in 15, 3 glo-
merular hematuria and 12 non-glomerular. 1 patient's urine calcium
increased.Serum creatinine clearance rate decreased in 2 patients. B-
ultrasound revealed asystematic kidney damages in 5 of 27 patients.
Kidney biopsy showed IgA deposit in mesangial region in 2. Initial renal
impairment:9 had initiated symptoms of renal impairment, 4 of them had
gross hematuria, 1 with edema,hematuria and proteinuria,1 with purpura,
hematuria and proteinuria,1 with frequent and urgent urination, 2 with
edema and severe proteinuria. Prognosis:All patients' renal impairment
were improved or disappeared after treatment.
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d. Conclusions
Renal impairment with WD,including injury after D-penicillamine treatment
are not rare. The manifestations of renal impairment withWD are varied. Early
diagnosis may bring them better prognosis.

10 - Glomerulonephritis, lupus, vasculitis

PO-161
Long term remission with rituximab in glomerulonephritis with domi-
nant C3
S. Sharma(1), A. Gupta(2), A. Chitkara(2)
(1) Max & Psri Hospital, New Delhi, India; (2) MAX, New Delhi, India

a. Objectives
We report here long term remission in crescentic GN with predominant com-
pliment C3 deposits in a young girl who clinically presented as PIGN with
AKI stage 3 as per AKIN criteria.
b. Methods
8 yrs. - girl admitted with progressive generalized swelling and gross hematu-
ria for 2 days. H/o mild cough and corhyza was present & passed 0.6 ml/kg/hr
of urine in next 24 hr. On Ex: She had mild pallor, pitting edema & BP at 95th

centile. Non-tender ascites noted & rest systems were within limits.
Investigations revealed B.Urea:192mg/dl, S.creatinine:4.2 mg/dl, albumin:2.7
gm/dl, cholesterol:192 mg/dl, urine r/m 3+ protein, plenty RBC, active sedi-
ments, urine protein/creatinine ratio:16, Hb: 8.6 gm/dl, TLC:17.5 thou/cumm,
Platelets: 408600/cumm, Compliment C3: 66 mg/dL, C4: 39 mg/dL, ASO
titer: 1532, ANA/ANCA/Procalcitonin: negative. Hence labeled with post-
infectious GN. Due to persistence of significant proteinuria & deranged creat-
inine at 2 wks of illness, renal biopsy was done.
c. Results
Histopathology suggested that 97% glomeruli had cellular & circumferential
crescents & 7/11 glomeruli showed fibrinoid tuft necrosis. IF suggested sig-
nificant glomerular, mesangial & capillary wall C3 deposits. EM could not be
done due to limitations. Induction with I.V methylprednisolone (20 mg/kg)
was given for 3 days & then shifted to oral steroids. 375 mg/m2 of rituximab
was given after consent explaining option for cyclophosphamide.
After 4 doses of rituximab, significant drop of proteinuria to 3.7 gm/day & s.
albumin: 2.9 gm/dL, urea: 65 mg/dL, creatinine : 0.45 mg/dL, normal C3 level
were noted. Mycofenolate mofetil and steroid were then continued. Her pro-
teinuria came to 0.5 gram/day in next 6 months and complete remission was
achieved on low steroid doses & mycofenolate at 9 months of illness. She
remained in complete remission now for 2 yrs. on maintenance therapy.

& Histopathology:cellular & circumferential crescents & 7/11 glomeruli
showed fibrinoid tuft necrosis

& Histopathology:cellular & circumferential crescents & 7/11 glomeruli
showed fibrinoid tuft necrosis:cellular & circumferential crescents &
7/11 glomeruli showed fibrinoid tuft necrosis

d. Conclusions
Long-term remission with the given therapy was encouraging & allowed us to
report here.

PO-162
Unusual renal pathology with usual presentation
S. Sharma(1), S. Saxena(2), A. Gupta(3), D. Jain(3)
(1)Max&Psri Hospital, NewDelhi, India; (2)Psri Hospital, NewDelhi, India;
(3) Max Hospital, New Delhi, India

a. Objectives
Reporting 2 typical cases with significant proteinuria & atypical renal
histopathology.
b. Methods
Case1: 3 yr/F admitted with anasarca for 2 mns. On/Ex edema & pallor
present/no lymphadenopathy/cyanosis/icterus or atypical features was present.
She had nephrotic range proteinuria & low serum albumin despite adequate
steroid doses. Labeled with SRNS & advised biopsy.
After biopsy: C3: 104 mg/dL, C4: 30 mg/dL, ANA, cryoglobulins, viral se-
rology for HCV, HIV & HBs Ag were negative. Her p/s nil abnormal cells.
Urine & serum for free light chains kappa, lambda were in range.
Case 2: 17 yr/F admitted with fever, headache, bodyache for 2 days. Dengue
NS1was positive. On day 9 of illness while recovering platelet and hematocrit,
she had pedal edema, which was progressive. Biopsy was done for significant
proteinuria. Her C3: 131 mg/dL, ANA: negative.

& Lab reports
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c. Results
Histopathology
Case1: Glomeruli with irregular mesangial matrix and patchy thicken-
ing of capillaries. SM stain showed thickened capillaries with patchy
mottling & occasional splits. IF show granular & confluent mesangial
& segmental capillary staining for IgG & lambda chains, while kappa
is negative.
Case 2:Diffuse mesangial proliferation, matrix expansion, SM stain showed
thickened capillaries with patchy split & double contours capillary wall & sub-
endothelial deposits. IF: immune- complex deposits along glomerular
mesangial areas & capillary wall.

d. Conclusions
Highlighting unusual pathology with common presentations.

PO-163
Comparison of Leflunomide and Mycophenolate mofetil in children with
Henoch-Schonlein nephritis
Y. Du, Z. Zhang, L. Hou, K. Qin, X. Wang, Y. Wu
China Medical University, Shen yang, China

a. Objectives
To investigate the effects of two different regimes in patients with Henoch-
Schonlein purpura nephritis (HSPN): leflunomide (LEF) and mycophenolate mo-
fetil (MMF).
b. Methods
Eighteen HSPN children failed steroid treatment with nephrotic-range protein-
uria and estimated glomerular filtration rate (eGFR)>60ml/min.1.73m2 were
randomly given with LEF (LEF group; n=8) or MMF (MMF group; n=10).
Patients also received an angiotensin-converting enzyme inhibitor (fosinopril)
and tapered prednisolone. During treatment, laboratory testing every 3 months
includedmeasuring complete blood count, 24 hour urine protein, serum albumin
and creatinine, glutamate pyruvate transaminase (GPT) and aspartate transami-
nase (AST). Any side effects of LEF and MMF were noted and documented.
c. Results
There was no significant difference (p>0.05) of 24 hour urine protein between
LEF group (3.38×5.45 g/d) andMMFgroup (4.48×4.92 g/d) at the beginning. In
LEF group, 24 hour urine protein was 0.48×0.56 g/d, 0.22×0.28
g/d,0.057×0.037 g/d, 0.031×0.023 g/d and in MMF group, it was 1.35×1.12
g/d, 0.58×0.58 g/d, 0.21×0.31 g/d, 0.08×0.07 g/d at 1-month, 3-month, 6-month,
9-month visit, respectively. The frequency of the decrease of 24 hour urine
protein and the increase of serum albumin were significantly different in LEF
group than those in MMF group at 1-month visit (p<0.05).Twenty-four hour
urine protein was significantly decreased at 3-month, 6-month, and 9-month
visit in both groups and there was no significant difference between two groups
(p>0.05). No side effects were noted in patients of LEF group. Only one case
with mild increased GPT inMMF group became normal after 2 months without
special therapy. At the end of follow-up, the mean proteinuria level was
0.03×0.02 g/d in LEF group and 0.08×0.07 g/d in MMF group. All patients
had negative proteinuria and normal renal function, and no relapses were noted.
d. Conclusions
LEF and MMF are useful for treating pediatric patients with HSPN and
nephrotic-range proteinuria.

PO-164
Retrospective Clinical Analysis of 115 Children With Primary IgA
Nephropathy
Y. Du, L. Hou, X. Wang, C. Zhao, Y. Wu
China Medical University, Shen yang, China

& H&E stain Case1

& SM stain Case1

& Case 2.

Pediatr Nephrol (2016) 31:1765–1983 1817



a. Objectives
To examine the clinical features and to explore the clinical effect of
Mycophenolate mofetil(MMF) and cyclophosphomide (CTX) in children with
IgA nephropathy with nephrotic syndrome.
b. Methods
We conducted a single-centre, retrospective, observational study of 115 chil-
dren with biopsy-proven IgA nephropathy from 2004 to 2013 in Pediatric
Nephrology . Demographic and clinical data were reviewed retrospectively
for age, presenting symptoms, medications, follow-up duration and the respon-
siveness to treatment.
c. Results
In all children, NS occurred in 20(17.4%). There were 35 patients with non-
nephrotic syndrome, who had a proteinuria <50 mg/(kg.d)and 60 patients with
isolated hematuria. . Among patients with proteinuria less than 20 mg/(kg.d),
12 patients were treated with angiotensin-converting-enzyme-
inhibitor(ACEI), 8 patients were treated with ACEI and corticosteroid. At all
time points, mean proteinuria was significantly decreased in ACEI and corti-
costeroid group compared with ACEI group.Patients with 20-49 mg/(kg.d)
proteinuria were treated with ACEI and corticosteroid. At all time points, mean
proteinuria was significantly decreased compared with the prior time point.
Patients with nephrotic syndrome were treated with MMF and corticosteroid
or CTX and corticosteroid. A significantly difference was seen after 3 months
in proteinuria greater decrease from pretreatment in CTX group than those in
MMF group. No significant difference in proteinuria was observed at other
time point. No serious complication developed in any patient during treatment.
During the median follow-up of 35.2 months(range 4.0-124.6), No patient
progressed to end stage renal disease.
d. Conclusions
Children with non-nephrotic-range proteinuria should be treated with ACEI or
corticosteroid. Patients with nephrotic syndrome should be treated with corti-
costeroid and MMF or CTX. The long-term prognosis within 3-5years should
be good if proteinuria within normal range in Pediatric IgA nephropathy
patients.

PO-165
Crescentic infectious glomerulonephritis in children
A.R. Constantinescu, X.L. Negroni-Balasquide, I.I. Boydstun, N.A.
Abrahams
Joe DiMaggio Children's Hospital, Hollywood FL, United States

a. Objectives
Glomerulonephritis, both intra- and post-infectious (PIGN), though rare, can
present with acute kidney injury (AKI). In advanced stages of AKI, kidney
biopsy may help tailor therapy. In children, case reports of crescentic PIGN
described recovery from AKI when steroids and alkylating agents were used
early. The purpose of our study was to describe the outcome of crescentic
PIGN at our center since 2013.
b. Methods
Children younger than 18 years of age with PIGN who underwent kidney
biopsy due to AKI stage II-III, found with crescents and subepithelial humps,
without additional pathology, were included in this series. Principal variables
recorded: initial estimated glomerular filtration rate (eGFR, by modified
Schwartz formula); eGFR at 1 month; steroid therapy, and days to eGFR above
75 mL/min/1.73 m2.
c. Results
Six children (ages 6-12 years), M:F ratio 1:1, presented with clinical
features of AGN (hematuria, proteinuria, evidence of recent infection,
hypocomplementemia and hypertension) and in stage II-III AKI. Three
patients received pulse methylprednisolone (MP, 10 mg/kg.day, 3
doses) if biopsy could not be performed within 24-48 hrs. One patient
did not receive steroids (<10% crescents on biopsy) and two received
oral steroids (OS, 60 mg/m2), same dose used for the three patients
treated initially with MP. All patients recovered renal function without
dialysis or cytotoxic agents. MP before OS did not lead to a different
eGFR at one month, although MP did lead to a faster rate of creat-
inine decline (77.2% vs 57.6%).

d. Conclusions
Crescentic GN presenting with AKI, in the context of intra-and/or PIGN may
benefit from steroid therapy alone, but larger cohorts are needed to investigate
its superiority over conservative management.

PO-166
Urinary tweak levels in children with systemic lupus erythematosus
M. Thokchum, I. Agarwal, T.S. Vijaykumar
Christian Medical College, Vellore, Vellore, India

a. Objectives
TNF-like weak inducer of apoptosis (TWEAK) is a promisingmarker of disease
activity in SLE. Our objective was to assess the correlation of urinary TWEAK
level (uTWEAK) with renal SLEDAI score and other diagnostic parameters in
Indian children with Lupus Nephritis and assess the ability of uTWEAK to
differentiate the class of lupus nephritis as per the histopathological findings.
b. Methods
This study was conducted prospectively on 156 children (Sep 2014 –
Oct 2015) with SLE with lupus nephritis, SLEwithout lupus nephritis, disease
controls (other autoimmune and renal disease) and healthy controls.uTWEAK
was quantified by ELISA. Data was analysed using student’s t test, chi–square
test or Mann- Whitney U test. Pearson’s correlation with Anova’s statistical
methods was used to ascertain the significance of statistical correlation.
c. Results
Mean uTweak levels were 3.49 ± 2.29 ng/ml (range 0.02-10.35 ng/ml).
uTWEAK levels were Class III > Class II > Class IV lupus nephritis (p =
0.174). Higher renal SLEDAI score had higher median value of urinary
TWEAK (p = 0.174). There was mild positive correlation between TWEAK
levels and anti ds DNA and urine protein creatinine ratio (p > 0.05) and a
negative correlation with serum creatinine and C3 and C4 levels (p > 0.05).The
uTWEAK levels were highest in SLE without nephritis group, followed by
autoimmune /renal disease group. The SLE nephritis group had lower values,
but was higher than healthy Controls (p value = 0.888). The ROC plot showed
an AUC of 0.46. The sensitivity and specificity of TWEAK for determining
the disease activity was 60.53% and 36.11%.
d. Conclusions
Urinary TWEAK levels could not differentiate between SLE and non-SLE
patients nor could it differentiate lupus nephritis from non nephritis or class
of nephritis. It showed correlation with renal SLEDAI score. In view of its low
specificity, it may be a better screening test than a diagnostic test and needs
further investigation with a larger sample size.

PO-167
Renal expression of VEGF, TGF1β, Ki-67, CD 68 in children with
glomerulopathies
I. Kazyra(1), N. Tur(2), V. Savosh(1), T. Letkovskaja(1), A. Sukalo(3)
(1) Belarus State Medical University, Minsk, Belarus; (2) 2nd Children's
Hospital, Minsk, Belarus; (3) National Academy of Science, Minsk, Belarus

a. Objectives
Immune disorders play a key role in the development and progression of
glomerular disease.
This study was aimed at investigating VEGF, TGF1β, Ki-67, CD 68 expres-
sion in renal tissue in children with primary and secondary glomerulopathies
(GP) and clinicopathological correlations.
b. Methods
18 patients with lupus nephritis (LN), 11 with Henoch-Schonlein purpura
nephritis (HSPN), 3 with ANCAvasculitis and 17 with IgA-nephropathy were
enrolled. Glomerular and tubular immunoexpression for VEGF, TGFβ, Ki-67
and CD 68was estimated in grades 0-3+. Concentration of VEGF and TGF1β
were also measured in the blood serum.
c. Results
Positive correlation between renal expressions of TGF1β and VEGF with the
following morphological criteria: the percentage of sclerosed glomeruli, fi-
brous and fibro-cellular "crescents", degree of tubular atrophy and interstitial
fibrosis tissue in patients with LN, HSPN and ANCA revealed. In secondary
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GP serum concentration of VEGF, TGFβ correlated with high serum creati-
nine, hypertension, proteinuria, morphological signs of chronic damage
(glomerulosclerosis, tubulointerstitial fibrosis, fibrous crescent), as well as
development of resistance to standard therapy. We identified a positive corre-
lation between Ki-67 and index of activity (IA) LN (2+ and IA above 7), class
IVand 2+ positive Ki-67, 2+Ki-67 and level of proteinuria 1g/24h, high serum
creatinine and 2+Ki-67, negative correlation with serum complement C3 and
2+Ki-67.Renal immunoexpression of CD68 as a marker of active
tubulointerstitial damage in the case of proliferative forms of nephritis (espe-
cially IV class LN) positively correlated with the level of proteinuria and
negatively with clearance of creatinine.
d. Conclusions
Significant renal expressions of VEGF, TGF1β, Ki-67, CD 68 and correlation
with clinical and laboratory parameters suggest their contribution for the de-
velopment of LN, HSPN and ANCA, allows use them as an additional criteria
in the diagnosis and assessment of the adequacy of therapy.

PO-168
Crescentic IgA Nephropathy in children.
Y. Shima(1), K. Nakanishi(1), M. Sato(1), K. Nozu(2), R. Tanaka(3), K. Iijima(2),
H. Suzuki(1), N. Yoshikawa(4)
(1)WakayamaMedical University, Wakayama City, Japan; (2) Kobe University
Graduate School of Medicine, Kobe, Japan; (3) Hyogo Prefectural Kobe
Children's Hospital, Kobe, Japan; (4) National Center For Child Health And
Development, Tokyo, Japan

a. Objectives
Crescentic glomerulonephritis (CG) is defined as the nephritis with more than
50% of glomeruli presenting crescents. IgA nephropathy (IgAN) is one of
causes of CG. The purpose of this study is to clarify characteristics of IgAN
with CG (CG-IgAN) in children.
b. Methods
We analyzed retrospectively consecutive 516 children newly diagnosed as
biopsy-proven IgAN from June 1976 to May 2010. We compared clinical
and pathological findings between cases with CG-IgAN and non-CG-IgAN.
c. Results
Among 516 childhood IgAN, there were 25 children (4.9%) with CG-IgAN.
Sixteen children (64%) by annual school screening program for urinary abnormal-
ities, 7 children for gross hematuria, a child for acute nephritic syndrome, and a
child for nephrotic syndrome, were referred to hospitals. There were significant
differences in ratio of gross hematuria (76 vs. 50%, p=0.01), excretion of protein-
uria (1.9 vs. 0.5 g/day/m2, p<0.0001), eGFR (102 vs. 108ml/min/1.73m2, p=0.03),
and duration from onset to renal biopsy (4.0 vs. 8.0 months, p=0.04). As to the
pathological findings, degree of tubular atrophy showed significant difference
(IQR[5-10] vs. [0-5]%, p<0.0001). Sixteen children of CG-IgAN (64%) were
treated with combination therapy including PSL and immunosupressant. Mean
observation period were 6.0 years. Four cases (16%) reached chronic renal failure
(eGFR<60) at the latest observation. Kaplan-Meier analysis showed that cases
with CG-IgAN demonstrated significantly lower renal survival curve than that of
non-CG-IgAN (77.5 vs. 92.8% at 13 years, p<0.001). But they showed significant
better renal outcome compared with the previous reports.
d. Conclusions
We comfirmed the importance of school screening program to find children
even with CG-IgAN. In our study, most crescents (mean 98.1%) were cellular/
fibrocellular crescents, which are modifiable acute lesions. That may be the
reason why the combination therapy is effective in children with CG-IgAN.

PO-169
Correlation between blood myocardin and vascular damage in children
with lupus nephritis
X-Q. Dang, X-J. He, Z-W. Yi
The Second Xiangya Hospital of Central South University, Changsha, China

a. Objectives
To investigate the blood myocardin concentration changes in children with
(Lupus Nephritis, LN) and vascular damage at different extents.

b. Methods
Forty-nine Children with LN at local hospital between year 2008 and
2015 were enrolled for the study. Tissues taken through percutaneous
puncture biopsies for analyzed with microscopy (HE, PAS, PASM,
MASSON) and electron microscopy. Pathological classification of
LN was performed based on ISN/RPS 2003 standards. Glomerular
and interstitial damage were evaluated semi-quantitatively according
to Katafuchi Scoring method. Vascular damage was also evaluated.
Blood myocardin concentrations were measured using an ELISA
method.
c. Results
Glomerular and interstitial damage scores significantly correlated with
pathological classifications (P<0.05). Glomerular damage and intersti-
tial damage scores correlated positively (r=0.961, P <0.01). Vascular
damage correlated with glomerular and interstitial damage, but not
with other laboratory test results. Type II patients showed highest
blood myocardin levels which were not statistically different from
normal controls. The myocardin concentrations decreased gradually
among advanced pathological types, type III, III+V, IV, IV+V with
significant different between groups (P <0.01 for each).
d. Conclusions
Myocardin concentration decreased with more severe vascular damage.
Measurement of blood myocardin concentration might reflect the vascular
damage extent in children with LN. Increase of myocardin might hold poten-
tials as novel therapeutic targets.

PO-170
Case report: TNFAIP3 gene variants associated with SLE and Crohn's
disease in a family
L. Sun, B. Wu, H. Liu
Children's Hospital of Fudan University, 上海, China

a. Objectives
We found a family of siblings who had been diagnosed with SLE and Crohn's
disease, then we tried to find out whether there are gene variants in this family.
b. Methods
We performed family members’ disease spectrum survey and draw a family
pedigree chart. The blood specimen of family members were collected, and
then we produced whole exon gene sequencing (WES). Finally, we performed
clinical and genetic association analysis.
c. Results
The sister was hospitalized because of repeated abdominal swelling,
liver function damage for four years. Laboratory tests showed that
leukopenia, anemia, Coomb’s test positive, thrombocytopenia; ANA
positive, SSA positive; complement reduction, so she was diagnosed
as SLE. We did renal biopsy showed type IV lupus nephritis. She was
given glucocorticoid combined with MMF and Etanercept therapy. Six
months later, her complement recovered, CBC normalized, hematuria,
proteinuria disappeared, liver function recovered. The younger brother
was hospitalized because of recurrent fever, joint pain and perianal
abscess for two months. Under endoscopy, we found multiple ulcers
in multiple sites of gastrointestinal tract. The pathology was consistent
with inflammatory bowel disease, and the diagnosis was Crohn's dis-
ease. He was given glucocorticoid, Mesalazine and methotrexate, his
temperature was stable, joint symptoms and intestinal symptoms dis-
appeared quickly. Their father also had a history of joint pain and
anal fistula. The WES showed that the father, daughter and son all
had TNFAIP3 gene variant at c.559C>T. Paternal uncle and grandpar-
ents all didn't have any symptoms and TNFAIP3 gene variants. So we
deduced that their father was de novo mutation, and his children
inherited the gene in an autosomal dominant inheritance and perfor-
mance as different autoimmune/inflammatory diseases.
d. Conclusions
This family is further confirmed that TNFAIP3 is likely to increase the risk of
SLE and IBD, the variant site of TNFAIP3 is a newmutation site had not been
reported.
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PO-171
The evaluation of the children with C3 glomerulonephritis: single center
experience
I. Dursun, A. Bozpolat, Z. Gunduz, H. Poyrazoglu, B. Sozeri, A. Kisaarslan,
R. Dusunsel, H. Akgun
Erciyes University, Kayseri, Turkey

a. Objectives
C3 glomerulonephritis (C3GN), characterized by deposition of complement
C3 with minimal or no immunoglobulin in the glomeruli, is a rare form of
proliferative glomerulonehritis and sub-group of C3 glomerolopathy. Herein,
we retrospectively evaluated the clinical characteristics, treatment modalities,
and outcomes of C3GN in a cohort of Turkish children.
b. Methods
All patients with kidney biopsies fulï¬'lling criteria for C3GN based on
immunoï¬'uorescence imaging of renal biopsies were included into study
and their charts were retrospectively reviewed. We evaluated histologic, de-
mographic, clinical data and outcome of patients with C3GN
c. Results
There were thirteen children with C3GN. The mean age of patients at the first
renal biopsy and follow-up duration were 10.5 and 40.9 months, respectively.
The median value of micro protein to creatinine ratio, serum creatinine, eGFR
and albumin were 5.95, 0.83 mg/dL, 94.9 mL/min/1.73m2, and 2.6 g/dL, re-
spectively. C3 level was low in 8 children. On light microscopy, six children had
crescent formation. There was no IgG staining on immunoï¬'uorescence imag-
ing. Oral prednisolone in 13, methylprednisolone pulse therapy in 9, combined
therapy (prednisolone, azathioprine or MMF) in 5 and ACE inhibitors or ARBs
in 7 of children were used. Eculizumab were given for two children who did not
response immunosuppressive therapy. At the last follow-up visit, eight children
reached remission, two children achieved partial remission with normal creati-
nine and abnormal proteinuria. Two children had normal creatinine with ne-
phrotic range proteinuria. One child with C3GN reached ESRD. One of two
children taken eculizumab achieved complete remission
d. Conclusions
Most of the children were good responder for conventional treatment. We
think that complement-targeting therapywith eculizumab should be alternative
option for refractory cases.

PO-172
Potential Serum microRNA Signatures of Pediatric IgA Nephropathy
Q. Sun, X. Liu, N. Zhou, H. Zhang, Y. Shen
Beijing Children's Hospital affiliated to Capital Medical University, Beijing,
China

a. Objectives
IgA nephropathy (IgAN) is one of the most common diseases leading to end-
stage renal failure. The regulatory mechanisms underlying the emergence of
microRNA are poorly understood and need to be studied for developing better
strategies for diagnosis and treatment of pediatric IgA nephropathy.
b. Methods
We performed a microRNA sequence analysis of the plasma microRNAs of
Chinese pediatric patients with IgA nephropathy and healthy control by next
generation sequencing (NGS), using the Illumina Deep Sequencing technology.
c. Results
We obtained 18,395,453, 11,348,541 and 22,646,434 qualified Illumina reads
from healthy controls, and 4,287,101, 5,473,799, 5,598,305, 7,713,565,
3,766,914, 7,249,629, 4,199,660, 5,623,320 and 3,014,665 qualified
Illumina reads from pediatric patients, respectively. Comparative
microRNAs analysis differentially revealed 2591 microRNAs between pedi-
atric patients and healthy controls. Targets gene of different microRNAs were
showed by Gene ontology (GO) consortium.
d. Conclusions
Our work demonstrated differential microRNAs between pediatric patients
and healthy controls. Numbers of microRNAs will serve as a promising re-
source for revealing the regulatory molecular mechanisms of expression asso-
ciated with the pathophysiology and pathogenesis of IgAN.

PO-173
Immunoglobulin A nephropathy showing acute kidney injury and severe
endocapillary proliferation.
Y. Hashimura, M. Enomoto, S. Onishi, Y. Okizuka, S. Hayashi, T. Uchiyama,
N. Yoshikawa, H. Minami
Takatsuki General Hospital, Osaka, Japan

a. Objectives
Acute kidney injury (AKI) associated with macroscopic hematuria (MH) is
widely known as a complication of IgA nephropathy (IgAN). Hematuria,
probably through tubular damage, is the cause of AKI.We report a 6-year-
old boy presented with MH and AKI due to IgAN showing severe
endocapillary proliferation.
b. Methods
Case report.
c. Results
A 6-year-old-boy had recurrent MH. Three weeks later, he was referred to our
hospital because of fever and vomiting for two days. He was normotensive (103/
63) with eyelid edema and his body temperature was 39.3 degrees. His urinalysis
revealed macroscopic hematuria and proteinuria. His white blood cells was
18200/μL, C-reactive protein was 5.17 mg/dL, blood urea nitrogen was 37.6
mg/dL, serum creatinine was 1.77 mg/dL, and serum albumin was 2.6 mg/dL.
His urine protein/creatinine ratio (Up/cr) was 6.1 g/g and urinaryβ2microglobulin
was 23720 μg/L.His serum C3, CH50 and anti-streptolysin O antibody were
normal. Ultrasonography showed high echoic and enlarged kidney. After admin-
istration of antibiotics, his MH and serum creatinine level were improved. Nine
days after admission, a renal biopsy was performed. His renal biopsy revealed
severe endocapillary proliferation and mild mesangial cell proliferation. Neither
tubular nor interstitial changes were noted. Immunofluorescence showed strongly
positive deposits of IgA in the mesangial area. After the biopsy, a therapy with
prednisolone, mizoribine,lisinopril hydrate and candesartan was initiated. Serum
albumin levels increased to normal within three weeks after treatment. Up/cr
decreased to 0.4 g/g two months after treatment.
d. Conclusions
We report a child with IgAN showing AKI. Severe endocapillary proliferation
may cause AKI and MH in this patient.

PO-174
Long-term prognosis of IgA nephropathy with early detection by school
urine screening in Korea
Y. Park(1), S. Park(2), W. Chung(3), S. Kim(4), S. Kim(4), M. Lim(2)

(1) Yeungnam university College of medicine, Daegu, South Korea; (2)

Yeungnam University College of Medicine, Daegu, South Korea; (3) Inje
University College of Medicine, Pusan, South Korea; (4) Pusan National
University College of Medicine, Pusan, South Korea

a. Objectives
IgA nephropathy (IgAN), the most common glomerulonephritis throughout
the world and slow progress to chronic kidney disease(CKD) in about 20% of
cases during 15-20 years. In Korea, a mandatory school urine screening (SUS)
is performed since 1998, and IgAN was detected 38.9% in the early stage. We
attempt to discover long term outcome of childhood IgAN which was diag-
nosed by SUS or recurrent gross hematuria episodes (Symptomatic) in the
clinics at the same period of the time.
b. Methods
Patients with IgAN diagnosed at the three university hospitals in Yeungnam
districts were followed up for at least 5 years. A total of 142 patients (80 SUS :
62 Symptomatic) were studied for evaluate clinical data, laboratory findings,
renal pathologic findings (Hass classification) and long term outcome retro-
spectively. Patients were treated with ACEI, corticosteroids, and CNIs accord-
ing to disease status.
c. Results
The mean follow-up duration and age were 5.2/5.6 years and 11.55/9.87 years
in SUS group and in symptomatic group, respectively. There were no signif-
icant difference in initial eGFR and Haas grading distribution in both groups.
Most of them revealed hematuria with proteinuria. However, 4 patients (2.8%,
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3 SUS : 1 symptomatic) progressed to CKD. Of that, two patients in SUS with
heavy proteinuria and normal eGFR showedHaas IV. The remaining 2 patients
(1 SUS: 1 symptomatic) with mild proteinuria and normal GFR presented
Haas I. There were 8 patients of Haas IV at the same time.
d. Conclusions
Even though the majority of childhood IgAN showed good prognosis diag-
nosed by SUS or symptomatic in the clinics in the early stage, severe inflam-
matory changes and heavy proteinuria could be risk factors of CKD regardless
of diagnosis modality.

PO-175
Immunohistochemichal study can contribute to the diagnosis of Alport
syndrome in the early stage
Y. Park(1), Y. Kim(2), S. Park(1)
(1) Yeungnam university College of medicine, Daegu, South Korea; (2)

Department of Pathology, Yeungnam University College of Medicine,
Daegu, South Korea

a. Objectives
The most common presenting signs of Alport syndrome (AS) is hematuria
with/without proteiuria. Therefore, this disorder should be distinguished from
IgA nephropathy and thin glomerular basement membrane nephropathy. It
may be difficult to detect AS on a purely morphological basis especially in
the early satge of the disease. We report two cases of AS was misinterpreted
other nephropathy on renal biopsy through conventional method.
b. Methods
Fluorochrome-conjugated antibodies for alpha5(IV) chain [FITC-conjugated-
anti a5(IV)] and a2)IV) chain [Texas Red-anti a2(IV)] were used for staining
the renal basement membrane structure. We performed staining in 17 patients
disgnosed TBMN and 1 IgAN who was clinically suspected as AS between
2011 and 2015 in a single center.
c. Results
We discovered two AS patients, one male and one female, who had been
misdiagnosed as IgAN and TBMN at initial pathology review. Male patient
initially presented as asymptomatic proteinuria in school urinary screening and
showed mild bilateral sensorineural hearing loss without family Hx. Female
patient initially presented as asymptomatic microscopic hematuria without
hearing impairment and ocular defects with family Hx of ESRD. In the im-
munohistochemical stain, no FITC fluorescence was observed, and only Texas
Red fluorescence was present in the male patient with AS. Meanwhile, in the
female patient, discontinuous FITC fluorescence was observed. Then, X-
linked dominant inheritance was confirmed by detection of COL4A5 gene
mutation in these patients.
d. Conclusions
Even though there were no characteristic clinical findings of AS, careful ex-
amination of EM and immunohistochemical staining for type IV collagen
alpha chains could be a useful modalities to discover AS in the early stage.
Also, close cooperation between nephrologist and pathologist is also important
for the suspected cases.

PO-176
The status evaluation of galactose-deficient IgA1-IgG and its subclass in
IgA nephropathy
N. Zhou, Y. Shen, H. Zhang, Q. Sun
Beijing Children's Hospital Affiliated Capital MedicalUniveristy, beijing,
China

a. Objectives
Researches indicated that IgG for the galactose-deficient IgA1(GdIgA1-IgG)
plays an pivotal role in pathogenesis. But the role of its subclass is not clear
.This study was to evaluate the status of GdIgA1-IgG and its subclass in IgAN.
b. Methods
32 IgAN patients and 38 patients controls and 35normal controls were en-
rolled. GdIgA1, IgG, GdIgA1-IgG, GdIgA1IgG1, GdIgA1IgG2,
GdIgA1IgG3 in serum were measured by ELISA.C3,C4 , the volume of
24 h urinary protein and the pathological items were collected before renal

biopsy. The difference between three groups were analysed .The Correlation
between the clinical and pathological data and GdIgA1-IgG was analyzed. All
statistical analyses were performed by the SPSS version 18.0 software. A two-
sided P value of <0.05 was considered statistically significant.
c. Results
Serum levels of GdIgA1, total GdIgA1-IgG were all elevated significantly in
IgAN. (Pï¼'0.05). GdIgA1-IgG subclass level were all higher in IgAN patients
compared to the normal controls. IgG2 was the main subclass of GdIgA1-IgG,
whatever in IgAN group or the controls.The ratio of GdIgA1-IgG2/ GdIgA1-
IgG was lower in IgAN group compared to the normal controls
(p=0.023).Accordingly,the ratio of GdIgA1IgG1 in IgAN patients increased
significently(P=0.001) . We also assessed the correlation between GdIgA1IgG
subclass and histological findings and the clinical data includingC3, C4 and 24 h
urinal protein volume in IgAN patients. There was no significant correlation.
d. Conclusions
GdIgA1and GdIgA1-IgG were all elevated significantly in IgAN. IgG2 was
the main subclass of GdIgA1-IgG.The distribution characteristics of subclass
were lower IgG2 and higher IgG1 in IgAN.

PO-177
Immunoglobulin A-Dominant Postinfectious Glomerulonephritis in
Children:A Non-Innocent Component of Deposition
Y. Liu, L. Qiu, Y. Zhang, H. Yuan, J. Zhou
Tongji Hospital,Tongji Medical College, Huazhong University of Science &
Technology, Wuhan, China

a. Objectives
Immunoglobulin (Ig) A-dominant postinfectious glomerulonephritis (PIGN) is
a morphologic variant of PIGN characterized by intense deposits of IgA as the
dominant or co-dominant Ig on immunofluorescence. It is most frequently
reported in the elderly and in diabetics, however, its clinicopathologic features
are not clearly defined in children.
b. Methods
6 patients who fulfilled the diagnostic criteria for IgA-dominant PIGN were
enrolled in this study. The patients’ records were analyzed with respect to
clinical presentation and course, serology, and morphology of renal biopsy,
and compared with 11 children in IgA-spared group.
c. Results
Al l 6 pa t i en t s p resen ted wi th hematu r i a , p ro te inu r i a , and
hypocomplementemia. A larger degree of proteinuria than IgA-spared group
was noted (p <0.05) with nephrotic range proteinuria in 5 out of 6 patients. 2
patients with concurrence of rheumatic fever showed an elevation of serum
IgA level. Diffuse endocapillary proliferative and exudative GN was found in
5 cases; 1 had a membranoproliferative glomerulonephritic type-1 like pattern.
Immunofluorescence microscopy showed IgA as the sole Ig deposition in two
patients and the dominant in four (intensity, 2+ to 4+). Electron microscopy
revealed large subepithelial deposits (“humps”) in three cases. 4 of them re-
ceived corticosteroids. The short-term prognosis in children was good. But the
recovery rate of proteinuria in IgA-dominant group was slower than that in
IgA-spared group (p <0.05).
d. Conclusions
IgA-dominant PIGN is not peculiar to the elderly patients. When a rare
MPGN-like pattern or resolving lesions with mesangial proliferation are pres-
ent, along with loss of subepithelial humps as well, it is difficult to distinguish
this variant of PIGN from IgA nephropathy. Delayed recovery of proteinuria
may be an indicator for renal biopsy in children.

PO-178
the effect and underlying mechanism of mizoribine through mTOR for
anti-renal fibrosis in IgA nephropathy rat model.
L. Rong, X. Jiang (Corresponding), J. Ruan, M. Jiang, Y. Xu
The first affiliated hospital of Sun Yat-sen University, Guangzhou, China

a. Objectives
To evaluate the influence ofmTORexpression in ratmodelwith IgANand explore
the effect and underlying mechanism of mizoribine(MZR)for anti-renal fibrosis
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b. Methods
Male SD rats were randomly divided into 3 groups: MZR group, model group
and control group. All the rats except control group were established with
IgAN model. The 24 hours quantitative urinary protein(24 h-Upro), blood
biochemical indexes and renal histopathology were observed in 8th week
and 10th week respectively. The expression of mTOR, E-cadherin and Î±-
SMA in kidneywere detected by realtime-PCR andWestern blot. The relations
among the indexes mentioned above were analyzed
c. Results
In 8th week, The 24 h-Upro(mg/24 h) in MZR group decreased com-
pared to model group(15.81Â±3.86 vs 21.40Â±6.82). In the comparison
of 8th week and 10th week, MZR group showed a significant difference.
The degree of renal fibrosis decreased in MZR group compared to model
group [1.835(0.003~7.124) vs 11.092(5.554~13.924)] while no differ-
ence was foundin the comparison of 8th week and 10th week. The ex-
pression of mTOR and Î±-SMA decreased in MZR goup while E-
cadherin increased. The degree of renal fibrosis had positive relations
with the mRNA and protein expression of mTOR and Î±-SMA while
negative relation with E-cadherin. In 8th week or 10th week, there were
no statistical differences among all the groups in serum level of UA,
ALT, BUN, CR, CHOL and TP.
d. Conclusions
The degree of renal fibrosis in IgAN rat declined with treatment of MZR
along with decreased expression of mTOR and Î±-SMA as well as in-
creased expression of E-cadherin, which suggested that MZR may atten-
uate renal fibrosis in IgAN by inhibiting the expression of mTOR cell
signaling pathway.

PO-180
Studies on the relationship between prognosis of Henoch-Schönlein pur-
pura nephritis and time of renal biopsy in children
K. Hisashi, S. Murata, M. Mari, I. Masaaki, S. Akira
St. Marianna University School of Medicine, Kanagawa, Japan

a. Objectives
The majority of Henoch-Schönlein purpura (HSP) nephritis in children remits
spontaneously. However, the nephrotic syndrome, acute nephritis or rapidly
progressive glomerulonephritis appear occasionally. In this study, we investi-
gated the relationship between the period from the onset of disease to renal
biopsy and the long term prognosis.
b. Methods
Forty nine children (25 males, 24 females) who could be followed over
1 year were enrolled in the study among the 57 patients with HSP
nephritis who had renal biopsies in the past 37 years at our hospital.
The patients were divided into two groups with the proteinuria and
hematuria (Pr-H) group and the nephrotic syndrome (NS) group accord-
ing to the onset appearance of a disease. We also divided the patients
into two groups according to the time of renal biopsy. The times of renal
biopsy in the three groups were less than 3 months and 3 to 6 months
after the onset respectively.
c. Results
The median age of onset was 8 years old (4-15 years old), and the
median observation period was 7 years (1-31 years). The numbers of
Pr-H group and NS group were 31 and 18 respectively. The prognosis of
patients who had renal biopsy at the time less than 3 months after the
onset were a residual of proteinuria and hematuria (3.2%) and renal
failure (3.2%) in the Pr-H group and 2 renal failures (11.1%) in the
NS group. In contrast, 2 cases of residual of proteinuria and hematuria
(6.5%) were seen in the Pr-H group and no complication was seen in NS
group. There was no relationship in the groups due to the time of biopsy.
One of 3 renal failure cases had hypertension and 2 of them could not
reach to remission.
d. Conclusions
The results suggested that the 3 month-follow-up period did not affect the
prognosis in the patients who did not have hypertension, renal disorders and
nephrotic condition.

PO-181
The clinical and pathological features of 4 children of ANCA associated
vasculitis with renal damage
Q. Li
Shandong provincial hospital affiliated to Shandong University, Jinan, China

a. Objectives
To analyse the clinical and pathological features of 4 children of neutrophils
resistant cytoplasm antibodies (ANCA) associated vasculitis (AAV) with renal
damage.
b. Methods
4 cases were diagnosed AAV, with positive serumANCA and kidney damage.
All children received renal biopsy. Their clinical and pathological data was
retrospectively analyzed.
c. Results
(1) General situation: 4 cases were female, and their onset age was between 5
and 13 years old, with the course of 1 ~ 3 years. Serum MPO ANCA are all
positive, PR3 ANCA are all negative. (2) Clinical manifestations: the starting
symptoms respectively included renal damage ( 3 cases) and hemoptysis (1
case) . Extra-renal organ involvement included lung damage (2 cases), skin
manifestation (1 case), serositis (1 case) and heart damage (1 case). All 4 cases
were associated with anemia. (3) Renal damage: 4 cases were associated with
renal insufficiency with SCr 82.17 ~ 977.99 umol/L.1 case received renal
replacement therapy. All patients had hematuria and proteinuria. 3 cases pre-
sented gross hematuria, and 2 cases with massive proteinuria. Renal biopsy
showed glomerulus crescent formation(4 cases) and sclerosis(3 cases). The
pathological changes of 1 case with three years’ course showed chronic scle-
rosis; The first renal biopsy of 1 case showed crescent nephritis, but repeated
renal biopsy after 2 years presented FSGS. (4)Teatment : 4 cases were treated
with methylprednisolone pulse, 1 case with hemodialysis therapy, 1 case with
successively Cyclophosphamide pulse and fluorinemitt. Prognosis (5)
Prognosis: Renal function of 3 cases returned to normal, and 1 cases
progressed into chronic kidney disease (CKD) management.
d. Conclusions
The group of 4 AAV were all female and MPO ANCA associated with re-
markable renal impairment.

PO-182
MEST classification and immunoglobulins expression in kidney biopsies
of children with IgA-nephropathy in Belarus
N. Tur(1), V. Savosh(2), T. Letkouskaya(2), E. Cherstvoy(2), A. Sukalo(2)
(1) 2nd children's hospital, Minsk, Belarus; (2) Belarus State Medical
University, Minsk, Belarus

a. Objectives
IgA nephropathy (IgAN) is the most common glomerulopathy world-
wide, but there is no international consensus for its pathological or
clinical classification.A number of histological lesions have been report-
ed to be of prognostic value. Now one of the most applicable classifi-
cations is Oxford classification of IgAN (MEST) which allows to predict
a disease outcome. The aim of the present study is to reveal the corre-
lation between class IgAN according to MEST classification and kidneys
expression of immunoglobulins.
b. Methods
As material for research have served 20 kidneys biopsies patients with IgA-
nephropathy, performed at the Republic Center of Pediatric Nephrology and
Renal Replacement Therapy in Minsk/Belarus. In all cases it has been execut-
ed immunohistochemical research with application of antibodies to immuno-
globulins of classes A, M, G and C3, C1q complement with a semiquantitative
estimation of expression. In all cases the changes in kidneys biopsies were
estimated by criteria of MEST classification.
c. Results
Mean age of patients was 13,8±3,1 years, boys and girls there were 71,4% and
28,6 % respectively. Glomerular expression of immunoglobulin A (presence
both mesangial deposits, and subendothelial deposits in capillary wall) was
strongly correlated with mesangial (M) component of MEST classification
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(p<0,05). Co-expression of C1q complement in mesangium and glomerular
capillary wall was also associated with mesangial score (p=0,029). Mesangial
expression of immunoglobulin M accompanied by increased number of glo-
meruli with segmental sclerosis (p=0,035). Tubulointerstitial changes were
associated with expression of C3 complement (presence mainly mesangial
deposits; p=0,049).
d. Conclusions
Definition in patients with IgAN of immunoglobulins expression of various
classes and complement can be used as additional criteria in classifications of
this disease and potential independent predictors of outcome.

PO-183
The combination Effect of Mizoribine and ACEI in Renal Fibrosis of IgA
Nephropathy
L. Rong, X. Jiang (Corresponding), M. Jiang, Y. Xu, L. Chen
The first affiliated hospital of Sun Yat-sen University, Guangzhou, China

a. Objectives
To explore combination effect of mizoribine and ACEI in proteinuria and renal
fibrosis in rat model with IgA nephropathy
b. Methods
Male SD rats were randomly divided into 5 groups: MZR group, ACEI group,
MZR+ACEI group, model group and control group. All the rats except control
group were established with IgAN model. The 24 hours quantitative urinary
protein(24 h-Upro), blood biochemical indexes and renal histopathology were
observed in 8th week and 10th week respectively. The expression of E-cadherin
and Î±-SMA in kidney were detected by realtime-PCR and Western blot as
well as the evaluation of interstitial fibrosis. The relations among the indexes
mentioned above were analyzed.
c. Results
The 24 h-Upro(mg/24 h) in MZR group ACEI group, MZR+ACEI group
all decreased compared to model groupÃ¯Â¼'15.81Â±3.86, 13.76Â
±3.18, 14.62Â±5.17 vs 21.40Â±6.82Ã¯Â¼'Ã¯Â¼'In the comparison
of 8th week and 10th week, MZR group instead of ACEI group or M+
A group showed a significant differenceÃ¯Â¼'18.06Â±3.46 mg/24h vs
13.90Â±2.09 mg/24hÃ¯Â¼'. MZR group, ACEI group and M+A group
were all decreased compared to model group with significant
d i f f e r enc e [MZR group 1 .835 (0 .003~7 .124 ) , ACEI g roup
8 . 5 1 0 Ã ¯ Â ¼ ' 4 . 3 7 1 ~ 1 2 . 3 8 4 Ã ¯ Â ¼ ' , M + A g r o u p
1 . 7 3 3 Ã ¯ Â ¼ ' 0 . 1 6 0 ~ 5 . 7 8 8 Ã ¯ Â ¼ ' v s m o d e l g r o u p
11.092Ã¯Â¼'5.554~13.924Ã¯Â¼'] while no difference was foundin
the comparison of 8th week and 10th week. The expression of Î±-SMA
decreased in MZR goup, ACEI group and M+A group while E-cadherin
increased.There were no significant differences among the expressions
in the three drug groups.
d. Conclusions
Â MZR has a good effect for reducing proteinuria in IgAN rat with a better
effect in treatment of 4 weeks rather than 2 weeks. MZR acts similarly but not
synergistically for treating proteinuria as well as renal fibrosis with ACEI.

PO-184
Clinicopathological Analysis of Lupus Nephritis in Children based on a
Single Center 32 Years Renal Biopsy Data
J. Ruan, D. Li, X. Jiang
The First Affiliated Hospital of Sun Yat-sen University, Guangzhou, China

a. Objectives
To analyze the epidemiological and clinicopathological characteristics in chil-
dren with lupus nephritis (LN).
b. Methods
A retrospective study was done on pediatric renal biopsy database of our center
performed from Jan. 1984 to Feb. 2016. All of these patients were diagnosed
as LN and under 14 years old.
c. Results
Of 190 children, 43 were male and 147 were female. Mean onset age was 9.9
±2.6 years. Class IVG(A)(46.8%) was the predominant histopathological class

of LN in children, followed by class IVG(A/C)(13.2%), V(8.4%),
III(A)(10%), II(4.2%), V+IV(7.9%), V+III(3.7%) andVI(2.1%). The manifes-
tations mainly was comprised by nephritic syndrome (63.2%), hematuria and/
or proteinuria (16.8%), acute glomerulonephritis (13.2%). The histopatholog-
ical type of children manifested as nephritic syndrome was class IV(86/120,
71.7%), then V(26/120, 21.7%). The most common histopathological type of
children with acute glomerulonephritis and hematuria and/or proteinuria was
IVG(A). Of 6 acuter apidly progressive glomerulonephritis, 3 were class
IVG(A), 2 were class IVG(A/C) and 1 was class VI. There were 14 children
with acute renal failure. 6 of them were class IVG(A), 5 were class IVG(A/C),
1 was class III(A) and 1 was class VI.
d. Conclusions
LN was the most common secondary glomerular disease in children performed
renal biopsy. The incidence of LN in children reached the highest during school
and adolescence. The mainly manifestations were nephritic syndrome, hematu-
ria and/or proteinuria and acute glomerulonephritis. Class IVG(A) was the pre-
dominant histological type of LN in children. There is a correlation between
clinical features and renal histopathological class on some degree, not fully
parallel. It is better to combine the clinical manifestations and pathological class
to direct clinical treatment and estimate prognosis for children with LN.

PO-185
Clinical features and predictors of outcome in henoch-schonlein purpura
nephritis with nephrotic range proteinuria
D. Feng, S. Hao, X-L. Niu, P. Wang, Y. Wu, G-H. Zhu, W-Y. Huang
Children's Hospital of Shanghai Jiao Tong University, shanghai, China

a. Objectives
This study aims to discuss clinical and pathological features of henoch-
schonlein purpura nephritis with nephrotic range proteinuria.
b. Methods
37 HSPN patients who had performed renal biopsy in Shanghai Children's
Hospital during the period of 2009.1-2013.12 was retrospectively analyzed.
The children were divided into nephrotic range proteinuria group (54
patients)and non-nephrotic range proteinuria group(83 patients) according to
24–hour urinary protein quantity. Gender, age, clinical features, pathology and
prognosis were analyzed.
c. Results
(1) The nephrotic range proteinuria group had 34 boys and 20 girls, the mean age
was 8.39±2.85 years. Age peak of incidence was 6 to 11 yeasï¼'72.22%ï¼'.(2)
The nephrotic range proteinuria group with joint symptoms in 8 cases (14.81%),
gastrointestinal symptoms 9 cases (16.67%). Analysis of laboratory test, the
results are shown that the nephrotic range proteinuria group had significantly
lower serum albumin, serum IgG, but blood urea nitrogen, cystatin C increased
significantly (P<0.05).(3) Themajority of pathological changes ofNP groupwere
above grade â'¢ (62.97%). NP group of renal tubule interstitial damage is given
priority to with grade 2 level and above(50%).Immune complex deposition in NP
group were dominated by IgA.(4) The prognosis of NP group were in complete
remission (A ), and no development of ESRD. The prognosis of NP group is
associated with clinical classificationï¼'P<0.01ï¼',but unreleated with pathologic
grading and renal tubule interstitial damageï¼'P>0.05ï¼'.
d. Conclusions
The nephrotic range proteinuria group had significantly lower serum albumin,
IgG, but blood urea nitrogen, cystatin C increased significantly. The biopsy
findings suggested that classâ'¢and above is themainly pathological types. The
prognosis of NP group is associated with clinical classification.

PO-186
Kidney involvement and persistent kidney disease in children with
Henoch-Schönlein purpura
N. Giedraite, L. Kilaite, E. Lanzbergaite, A. Jankauskiene
Vilnius University, Center for Pediatrics, Vilnius, Lithuania

a. Objectives
Henoch-Schönlein purpura (HSP) is the most common small vessel vasculitis
of childhood, characterised by palpable purpura, abdominal pain, arthralgia/
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arthritis and kidney involvement. The main clinical challenge in HSP is treat-
ment strategy and HSP induced persistent kidney disease (PKD) characterised
by hypertension, reduced function, nephritic or nephritic syndrome. The aim
of our study was to evaluate kidney involvement and incidence of PKD in a
group of HSP patients hospitalised in Vilnius University Hospital Santariskiu
Clinics.
b. Methods
Retrospective analysis of HSP cases during year 2013-2015 was performed.
Demographical data, season at the onset of disease, possible predisposing
factors, incidence and treatment of kidney involvement were evaluated.
c. Results
A total of 105 children were included in the analysis (55% boys; mean age at
HSP onset 5.97 ± 2.47 yrs). Predominant season at onset was winter (36%).
Typical onset season was winter (36%). A preceding upper respiratory tract
infection was present in 37% of the cases, while predisposing factor could not
be identified in 40% of the cases. Kidney involvement was identified in 21%
of patients and included isolated hematuria (17%, 10 – 200 ery/ml), isolated
proteinuria (9.5%; 0.25 – 1 g/l) and both proteinuria and hematuria in 8.6% of
the cases. Two cases (2%) of HSP-associated PKD and crescent formation in
kidney biopsy were identified. All cases with kidney involvement resolved
completely with 81% requiring treatment with steroids. Both cases with PKD
were treatedwith intravenous cyclophosphamide and at 2 and 3 year follow-up
have normal renal function with remaining persistent proteinuria.
d. Conclusions
One fifth of patients with HSP had kidney involvement in our cohort. All cases
with kidney involvement resolved completely with majority requiring steroid
therapy. HSP associated PKD was a rare complication of HSP in our cohort.

PO-187
Crescentic glomerulonephritis in children: Clinical spectrum and
outcome
F. Neira(1), J. Ibañez(1), A. Chaparro(2), J. Goldberg(2)
(1) Hospital de Pediatria "Prof. Dr. J. P. Garrahan", Buenos Aires, Argentina;
(2) Hospital de Pediatria,

a. Objectives
The aim of this study was to evaluate the clinical presentation, etiology and
outcomes in children with crescentic glomerulonephritis (CsGN) referred to
our institution during the past 20-year.
b. Methods
This is a retrospective study, where the medical history of the patients was
reviewed. CsGN was defined as the presence of large epithelial crescents
filling the Bowman´s spaces in 50% or more glomeruli on biopsy. The diag-
nosis of underlying renal disease was based on the clinical picture, serology
and histopathology.
c. Results
Thirty-seven patients were analysed (female 81%). The mean of age at diag-
nosis was 11 ± 3.5 years. The symptoms of presentation were hematuria 100%
(gross hematuria 56%), high blood pressure 92%, proteinuria 88%, nephrotic
syndrome 57%. Hemodialysis was required in the 64% of the patients at the
admission. Biopsy was performed at 38 ± 26 days of symptoms onset. The
mean percent of glomeruli with crescents was 81.4% (28.2% were cellular
crescents; 21.8% fibrocelullar crescents and 31.3% fibrous crescents).
Moderate to severe tubular atrophy and interstitial fibrosis (TA/IF) we found
in 75.8%. Etiology was immune complex in 18 cases (48.6%), anti-glomerular
basement membrane antibody diseases 4 cases (10.8%) and pauci-inmune 15
cases (40.6%). The mean time of initiation of treatment was 36 + 32 days. 29
patients were treated with steroid therapy and cyclophosphamide, 5 with ste-
roids and 3 were only given support treatment. The mean of followup was 4.6
± 3.9 years, the survival rate of the patients at the end of followup was 87%
(55-97%) and the kidney was 17% ( 7-38%). Using multivariate analysis the
moderate to severe TA/IF was the only independient factor found to predict an
earlier progress to end stage renal disease.
d. Conclusions
The crescentic glomerulonephritis in children is a poor prognostic entity.
We found that the only factor associated with worse prognosis of renal

function was the presence of moderate or severe tubular atrophy and
interstitial fibrosis.

PO-188
Clinical course and prognosis of IgA Nephropathy graded by Oxford
Classification in a Brazilizan cohort of pediatric patients
R.C.G. Fabiano, E.A. Bambirra, S.D.A. Araújo, E. .A. Oliveira, A.C. Simoes
E Silva, S.V.B. Pinheiro
Clinics Hospital, Federal University of Minas Gerais, Belo Horizonte, Brazil

a. Objectives
The Oxford Classification for IgA nephropathy (IgAN) identified pathological
variables that may predict the decline of renal function. However, this classi-
fication should be validated in diverse populations. This study aimed to eval-
uate the Oxford Classification variables as predictors of renal dysfunction in a
cohort of Brazilian children and adolescents with IgAN.
b. Methods
A total of 54 patients with IgAN biopsied from 1982 to 2010 were assessed.
Biopsies were reevaluated and classified according to the Oxford
Classification. Multivariate analysis of laboratory and pathological data was
performed. The primary outcomes were decline of baseline estimated glomer-
ular filtration rate (eGFR) equal or higher than 50% and the rate of renal
function decline.
c. Results
Median follow-up was 7.6±5.0 years. Median renal survival was 13.5±0.8
years and probability of 50% decline in baseline eGFR was 8% at 5 years of
follow-up and 15% at 10 years. Ten children (18.5%) had a decline of baseline
eGFR equal/higher than 50% and 5 (9.3%) evolved to End-Stage Renal
Disease. Univariate analysis showed that baseline proteinuria, endocapillary
hypercellularity and tubular atrophy/interstitial fibrosis were associated with
the primary outcome. In multivariate analysis, after the adjustment for initial
proteinuria, only endocapillary hypercellularity (HR=36.6, 95%CI=3.8 to
352.5, p 0.002) was an independent predictor of renal dysfunction. No other
pathological finding was associated with eGFR decline in multivariate linear
regression model.
d. Conclusions
This is the first Brazilian cohort that implemented the Oxford Classification for
pediatric patients with IgAN. Endocapillary hypercellularity was the unique
pathological feature that independently predicted renal outcome.

PO-189
Spectrum of Biopsy-proven Kidney Disease in children at the Hospital
Universitario San Vicente Fundacion in Medellin, Colombia.
R. Baquero Rodriguez(1), L. Rubio Elorza(1), L.F. Arias Restrepo(2), J. Florez
Orrego(1), L.C.MuñozMartinez(1), S.M. Brand Salazar(1), M.C. PradaMeza(1)
(1) Hospital Universitario San Vicente Fundacion, Medellin, Colombia; (2)

Universidad de Antioquia, Medellin, Colombia

a. Objectives
CONTEXT AND OBJECTIVE: Epidemiological data provide useful infor-
mation for clinical practice and investigations. This study aimed to determine
glomerular disease frequencies in children under 18 years old in a region of
Colombia and it represents the basis for future studies in children.
b. Methods
DESIGN AND SETTING: Single-center retrospective analysis at the
University of Antioquia, Colombia.
METHODS: All native renal biopsies (July 2004 to February 2015) were
reviewed, The diagnosis of each case was based on histological, immunopath-
ological and clinical features.
c. Results
The total number of patient was 449; 194 male (43,2%) and 255 female
(56,8%). The male patients’ mean age was 9,3 ± 4,9 years and for the female
mean age was 11,1 ± 4,5 years.
The most common primary glomerular disease diagnosed by the renal biopsy
was focal segmental glomerulosclerosis (FSGS) (79 cases; 17,6%), followed by
minimal change disease (77 cases; 17,1%), Post infectious glomerulonephritis 50
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cases; 11,1%), IgA nephropathy (27 cases; 6,0%), whereas membranous glomer-
ulonephritis was (17 cases; 3,8%), and IgM nephropathy was (14 cases; 3,1%).
The most common secondary renal disease was SLE in (89 cases; 19,8%).
d. Conclusions
Kidney biopsy is a safe procedure that needs to be performed once
indicated, This study provides a contribution towards understanding
the epidemiology of glomerular diseases in Colombia where FSGS is
the commonest glomerulopathyprimary diagnosed by means of biopsy,
and lupus nephritis the most common secondary renal disease. This
information is an important contribution towards understanding the
prevalence of renal diseases in children in Latin America.

PO-190
The Observed Patterns in the Presentation and Latency Period of Acute
Glomerulonephritis in Children in a Single Center
I. Manguilimotan
National Kidney and Transplant Institute, Quezon City, Philippines

a. Objectives
To describe the observed patterns in the presentation and latency period of
AGN in pediatric patients atNational Kidney and Transplant Institute from
July 1, 2009 – June 30, 2014.
b. Methods
Retrospective chart review of children ages 18 years and below seen in
National Kidney and Transplant Institute from July 1, 2009 to June 30, 2014
with the final diagnosis of acute glomerulonephritis. Demographic data, clin-
ical and laboratory profile were recorded.
c. Results
A total of 659 patients included in this descriptive study. There are three
types of acute glomerulonephritis according to history of infection. 51%
were post-infectious glomerulonephritis divided into post-streptococcal
glomerulonephritis (34%) and post non-streptococcal glomerulonephritis
(17%). 17% were non-infection related glomerulonephritis while 32%
were syn-infection glomerulonephritis. Acute glomerulonephritis were
common in middle childhood,has male predominance and occur in rural
community in non-infection related glomerulonephritis. Hypertension is
significantly high in post-infectious glomerulonephritis while posterior
reversible encephalopathy syndrome seen in all types of acute glomeru-
lonephritis. Skin infection, throat infection, URTI, SVI, lymphadenitis,
and mumps were significantly seen in association with post-infectious
glomerulonephritis. Pneumonia, URTI and SVI were the most common
co-infection with acute glomerulonephritis leading to exacerbation of
nephritic syndrome.
d. Conclusions
This study categorizes the nomenclature of acute glomerulonephritis based on
the history of infection and latency period. Post-infectious glomerulonephritis
is the most common acute glomerulonephritis but syn-infection and non-
infection related glomerulonephritis can occur as well.

PO-191
Outcome of Children with Immunoglobulin A Nephropathy: A 10-year
review from a single center
A. Palaña, Jr.
National Kidney and Transplant Institute, Quezon City, Philippines

a. Objectives
Aimed to evaluate the clinical outcome of 0-18 years old with biopsy-proven
IgA nephropathy seen at the National Kidney and Transplant Institute from
January 2003 to December 2012.
b. Methods
This is a retrospective descriptive study on the clinical outcome of biopsy-
proven IgA nephropathy , 0-18 years old.Primary outcome was categorized as
alive, death or ESRD, and doubling of creatinine for the secondary outcome.
Outcome was determined at 1, 2, 5, and 10 years follow-up.Results were
analyzed using chi-square and Mann-Whitney U test for comparison of out-
comes and Kaplan-Meier graph for the survival analysis.

c. Results
Eighty-four patients(48:36 male to female) were analyzed. Mean age at onset
was 9.95 years, age of biopsy was 11.39 years, duration of illness was 4.47
years, and follow-up duration of 4.14 yrs. At biopsy, mean systolic BP was
104.52 mmHg, mean serum creatinine was 1.1 mg/dl, and EsCCl of 110.23
ml/min. Majority of patients sought nephrology consult due to protein-
uria(83.3%). Nephroticsyndrome and chronic glomerulo-nephritis were the usu-
al presentations. Biopsy findings were mostly Class III (23.8%) and Class
IV(59.5%). Majority received ACEI/ARB + glucocorticoid (71.4%). Eight pa-
tients(10.25%) had doubling of creatinine, withmean time interval of 2.12 years.
Baseline serum createnine(p-value .047>0.05) and the initial eCCl(p-
value1>0.001>005) affect mortality and progression of ESRD. Doubling of
creatinine was observed in patients with longer duration of illness(p-value
0.045>0.005) and those with abnormal renal function(p-value 0.007>0.005).
d. Conclusions
Pediatric IgA nephropathy affect moremales than females. WHO class IV was
the usual histologic findings. Baseline serum creatinineand the initial renal
function affect the mortality and progression to ESRD . Doubling of creatinine
was observed in patients with longer duration of illness and those with abnor-
mal renal function.

PO-192
Clinicohistopathologic profile and outcome of Pediatric Lupus nephritis
in a Tertiary care Hospital
K. Vellore, M. Yasmeen, K. Ganesan, V. Choudhary, S. Ekambaram, P.
Senguttuvan
Dr. Mehta's Children's Hospital, chennai, Chennai, India

a. Objectives
The purpose of this study was to describe the clinical features,laboratory
data,histopathology,treatment and outcome of Pediatric lupus nephritis.
b. Methods
This is a descriptive,retrospective study of patients aged 18 and below diag-
nosed as lupus nephritis in the Pediatric nephrology clinic from 2009 to
2015.Data were collected from case records.
c. Results
Total number of children with lupus nephritis were 15 with female predomi-
nance (73%).Mean age at diagnosis was 12.5 years with youngest being
7.Initial presentation was oedema in 40% whereas rest had constitutional
symptoms like recurrent fever,arthralgia and rashes.66% had proteinuria at
onset while 40% had microscopic hematuria.1 child presented with Chronic
kidney disease stage 5 requiring dialysis.2 had neuropschyiatric
manifestations.ANA (Antinuclear antibody) was positive in all except 1 and
AntidsDNAwas positive in 66%.Complement C3 and C4 were low in all the
patients.Histopathology showed Class 4 diffuse proliferative in 40%,Class 5
Membranous in 26%,Class 6 necrotising (6.6%),Class 2(13%) and Class 1 in
13%. All of them except1were treated with standard monthly IV cyclophos-
phamide for 6 months (NIH protocol) followed by quarterly for 18months and
then switched to Mycophenolate mofetil (MMF).1 child was treated with
rituximab as she had avascular necrosis due to steroids.There were 2 lupus
flares.All except one were in remission at the end of 1 year and at 5 years,8
were lost for follow up.The remaining 7 are all in remission on MMF and
steroids.
d. Conclusions
Pediatric lupus nephritis is a severe disease.Aggresive treatment and constant
monitoring improves mortality and morbidity

PO-193
The Characterisitcs of Steroid-Resistant Idiopathic Nephrotic Syndrome
at Children's Hospital 1
L. Huynh Thoai
Children's Hospital 1, Ho Chi Minh, Vietnam

a. Objectives
Objective: To describe the epidemiology, clinical, laboratory manifestations
and treatment response of steroid-resistant idiopathic nephrotic syndrome at
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Department of Nephrology in Children’s hospital No 1 from January, 2011 to
December, 2013
b. Methods
Study design: Retrospective, case series and descriptive study
c. Results
From January 2011 to December 2013, we studied 67 patients diagnosed
steroid-resistant idiopathic nephrotic syndrome at Children’s Hospital No 1.
The mean age of resistance was 6 ± 3,4. A male to female ratio was 2: 1.
Patients form provinces was 88.1%. The proportion of early steroid resistance
was 58.2%. Late steroid resistant was 41.8% with median interval of 12
months. At the time of therapy with cyclosporin, 68.7% patients had edema,
6% had hypertension, 14.9% had infectious complication, no abnormal kidney
function detected. There were 64.2% patients with minimal change disease,
28.4% with FSGS based on initial renal biopsy. After 6 months treated with
cyclosporin, the proportion of response was 89.6%, namely: complete
resmission was 68.7%, partial remissionwas 20.9% and resistance was 10.4%.
d. Conclusions
Conclusions: Steroid-resistant idiopathic nephrotic syndrome at Department of
Nephrology in Children’s hospital 1 had a rather high proportion of the
complete and partial remission with cyclosporin treated

PO-194
The Characterisitcs of Membranous Lupus Nephritis at Children's
Hospital 1
L. Huynh Thoai, M.Q. Tran Huu, N.P. Nguyen
Children's Hospital 1, Ho Chi Minh, Vietnam

a. Objectives
To describe the epidemiology, clinical, laboratorymanifestations and treatment
response of membranous lupus nephritis at Department of Nephrology in
Children’s hospital 1 from January, 2012 to December, 2014
b. Methods
Study design:Retrospective, case series and descriptive study.
c. Results
From January 2011 to December 2013, there were 8 patients diagnosed
pure membranous lupus nephritis collected at Children’s Hospital 1. The
mean age was 10,5 ± 3,4 SD years. All patients were girls. The most
common clinical manifestations were malar rash, photo sensitivity, ar-
thritis with the percentage of 75%, 75%, 62,5%, respectively. The renal
biopsy indication was significant proteinuria, 3/8 patients in nephrotic
syndrome range proteinuria. Albuminemia was in normal range (2,749 ±
0,87 g/dl) in almost cases whereas hypercholesteronemia was noticed in
100% patients. The immunology markers for SLE diagnosis were just
positive in nearly a half with 42,68% and 50% for ANA and anti-
dsDNA, respectively. More than a third of patients had serum comple-
ments depletion. All patient showed good response to the combination
treatment of mycophenolate mofetiland prednison (6 patients) or
prednison alone ( 2 patients) after 12 months.
d. Conclusions
These promising results suggest that mycophenolate mofetilin combination
with prednisone seemed to be effective and warrant further study in the man-
agement of pure membranous lupus nephritis.

PO-195
Atypical manifestation of acute postinfectious glomerulonephritis in
children
M. Gaydarova, S. Marinova, G. Zlatanova, D. Roussinov, P. Miteva
University Pediatric Hospital, Sofia, Bulgaria

a. Objectives
We reviewed the data of children with acute postinfectious glomerulonephritis,
admitted in our hospital with atypical or severe manifestation from December,
2013 till December, 2015.
b. Methods
Eight children ( 7 boys and 1 girl), aged between 4 and 16 years ( mean age 8,5
years) were admitted with the diagnosis of acute postinfectious

glomerulonephritis. The diagnosis was made by clinical manifestation of ede-
ma, hypertension and hematuria developing after history of upper respiratory
tract infection or skin infection. Laboratory tests, clinical courses and pathol-
ogy reports were reviewed. The patients were followed from 1 month to 2
years, depending on the time of their admission.
c. Results
Four of the patients (50%) ( 3 boys and the girl ) were with nephrotic range
proteinuria, 1 of them complicated with prolonged renal failure, another one (
12,5%)- with hyperkalemia for 2 weeks, two ( 25%) with persistent proteinuria
up to 6 months and one ( 12,5%)- with recurrent disease. AST titers were done
in all cases and were positive in 5 cases. In all of the patients C3 fraction of the
complement was low and in 2- the C4 fraction- too. Kidney biopsy was
performed in 2 cases-because of persistent proteinuria and diffuse
mesangioproliferative glomerulonephritis was found. Two children are going
to be biopsied ( the one with heavy proteinuria and renal failure and the one
with the recurrent disease with persistent low C3 fraction of complement).
d. Conclusions
There is a tendency of more atypical or severe clinical manifestation of acute
postinfectious glomerulonephritis. In this review we report the cases with
heavy proteinuria, prolonged renal insufficiency or recurrent disease in witch
the definite etiology should be identified, aggression treatment may be needed
and long term follow up is necessary.

PO-196
A case of neonatal lupus erythematous: clinical features andmanagement
T. Nguyen(1), D. Duong(2)
(1) Children's Hospital 2, Ho chi minh city, Vietnam; (2) FV Hospital, Ho Chi
Minh City, Vietnam

a. Objectives
Describe the clinical features, immunological findings of one case with
Neonatal Lupus Erythematous, the management and the progress
b. Methods
case report
c. Results
A 3-week-old boy presented with cutaneous annular erythematous plaques on
upper eyelids, face, and discoid erythema on trunk and legs which increasing
when exposed in sun lights. His mother had one previous miscarriage in the 10th

gestational week and one stillbirth in the 37th gestational week, and were found
positive in blood test for ANA in 17th week of the patient’s pregnancy. She was
prescribed Aspirin and Lovenox from the gestational age of 17 weeks to 33
weeks. Both the infant and his mother had positive anti-Ro/SSA andANA at the
first presentation. Further investigations of this boy revealed Hemoglobin of 7.9
g/dL, Platelet of 104,000/mm3; elevated transaminase with AST was 111U/L
andALTwas 74U/L, lowC3 at 30mg/L and C4 at 7mg/L. Other tests as well as
other autoantibodies were within normal range. Cardiac evaluations with Holter
ECG and Cardiac ultrasound were normal. He was transfused packed RBC the
day after admission and was given systemic steroids started with three consec-
utive doses 10 mg/kg/dose of IV Methylprednisolone. Steroid therapy then
switched to 2 mg/kg/day and tapered gradually and stopped after six months.
On follow-up, his skin erythema was improve after one month and disappeared;
liver enzymes decreased and returned to normal; blood tests for ANA and anti-
Ro/SSA turned negative at the end of the treatment.
d. Conclusions
Neonatal Lupus Erythematous is an uncommon immune-mediated disease
which is diagnosed by characteristic clinical findings and the identification
of autoantibodies in the mother and the child. Therapeutic treatments are based
on clinical lesions, yet optimal management has not been determined.

PO-197
Glomerulonephritis membranous and cutaneous vasculitis
J. Leite, T. Cleto, E. Rocha
HUPE-, Rio de Janeiro, Brazil

a. Objectives
To describe the case of membranous glomerulonephritis
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b. Methods
Retrospective case report
c. Results
Patient 9 year old with arthralgia, intermittent fever, andmacroscopic hematuria.
It evolved on the seventh day of hospitalization with maculopapular rash pete-
chial (*jpg). Laboratory tests showed nephrotic syndrome with urinary spot =
6.0, VHS117, normal renal function, C3 = 27 mg / dl, FAN 1:640, ANTI- DNA
1:320 (indirect immunofluorescence). Underwent skin and renal biopsy.
Skin Biopsy (*jpg)
Renal biopsy (*jpg) glomerulus with discret thickening of capillary loops. Two
glomerulus with increased cellularity endocapillary. Presence of inflammatory
infiltrate foci predominantly mononuclear in area of cortico transition, with
tubular epithelium between.Vacuolization of the tubular epithelium with occa-
sional cellular foci of necrosis and tubules filled with granular material.
IF underway
Membranous glomerulonephritis with focal proliferative lesions associated.
Patient at the moment is based disease controlled, spot = 0.6 in use of MMF-
Mycophenolate mofetil 1.5 g / day ,Prednisone 10 mg every other day and
hydroxychloroquine 200 mg / day.
*****JPEG of renal blades and skin not yet released

& maculopapular rash petechial

& maculopapular rash petechial
d. Conclusions
Despite the rich clinical and suggestive laborarorial of Systemic Lupus
Erythematosus , class V is not common in the pediatric age group and show
little responsive to corticosteroids

11 - Nephrotic syndrome: Genetics, mechanisms, biomarkers

PO-198
Genetic Study of Nephrotic Syndrome in Iranian Children
N. Hooman
Ali-asghar childrem hospital, Iran university ofMedical sciences, Tehran, Iran

a. Objectives
Idiopathic Nephrotic syndrome is a hetrogenous disease with a spectrum
of the age of presentation, phenotype, renal pathology and response to
treatment. Many mutations are recognized implicated in sporadic or he-
reditary forms. The aim of this review is to summarize the genetic study
which has already been carried out in Iran and considering the
limitation.
b. Methods
A literature search from March 1970 to September 2015 was conduct-
ed through MEDLINE, EMBASE, Scholar.google, google, IranMedex,
MagIran, and SID. Thesis in Iranian medical Universities, and the
abstract books of congresses (International and regional), and even
unpublished studies collected from the Iranian investigators. English
and Persian equivalent keywords for Nephrotic syndrome, nephrosis,
congenital nephrotic syndrome, genetic, inherited were used. Eleven
studies were relevant. Three articles were excluded due to insufficient
data, duplicated case, a syndromic nephrotic case without genetic
studies).
c. Results
In southwest of Iran, 80% of them had mutation of NPHS1, but In Fars state,
one third showed mutation in NPHS2 when all exons had been assessed. In
two different studies from one center in Tehran, no mutation was detected in
exon 5 but when all exons studied, more than 65% had hot spot mutation in
exon 8 of NPHS2. Interestingly, none of adolescent with FSGS showed mu-
tation in p.R229Q (NPHS2, exon5).
d. Conclusions
This review revealed that both NPHS1 and NPHS2 are prevalent in Iranian
children with SRNS. No mutation of p.R229Q was reported in Iranian adoles-
cent with SRNS.

PO-199
Influence of dexamethasone on the expression and distribution of tran-
sient receptor potential cation channel 6 in glomerular podocytes
L. Yu, S. Yu
Guangzhou First People's Hospital, Guangzhou, China

a. Objectives
To observe the changes of foot processes,expression and distribution of tran-
sient receptor potential cation channel 6 (TRPC6) in podocytes by puromycin
aminonucleoside (PAN) and dexamethasone (DEX) intervention,then to inves-
tigate the function of TRPC6 in podocytes and its relation to proteinuria in
kidney diseases
b. Methods
Podocytes cultured in vitro were divided into three group:control
group,PAN stimulation group and DEX intervention group.Mouse
podocyte cell line (MPC5) were cultured in 0.02ï¼'dimethyl sulfoxide
(DMSO) in control group,subjected to PAN (50 μg/ml) treatment
alone or with DEX (1 μmol/L) in other two groups for 8 h,24 h,48
h.The podocyte morphology was observed and took pictures by phase-
contrast microscope,then the differences of morphology and areas
were analyzed.The distribution,mRNA expression and protein expres-
s i on of TRPC6 were de t ec t ed by ind i r e c t immunocy to -
f l u o r e s c e n c e , r e a l - t im e q u a n t i t a t i v e PCR a n d We s t e r n
blotting,respectively.
c. Results
The well-developed podocyte arborization and interconnection was
formed in control group,but PAN led to significant shrinkage of
podocytes (P ï¼'0.05) , together with podocyte foot process
retraction,effacement and loss of cell contact.DEX significantly
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prevented the shrinkage and apoptosis of podocytes.The apoptosis rate
was significantly increased after PAN stimulated 48 h (P ï¼'0.05).Real-
time quantitative PCR and Western blotting found TRPC6 mRNA and
protein expression were prone to increase in PAN group compared with
control group (P ï¼'0.05).The distribution of TRPC6 becamed abnormal
in PAN group.DEX decreased TRPC6 mRNA and protein expression at
48 h compared with PAN group (P ï¼'0.05).The abnormal distribution of
TRPC6 was also alleviated by the protection of DEX
d. Conclusions
DEX exerts a direct action to podocyte which retains the integrity of slit
diaphragm against podocyte injury,and alleviates proteinuria via stabilizing
mRNA,protein expression and distribution of TRPC6.

PO-200
Distribution and expression of α-actin-4 in puromycin aminonueleoside
injured mouse podocyte cell line
Z. Hao, L. Yu
Guangzhou First People's Hospital, Guangzhou, China

a. Objectives
To observe the expression and distribution of α-actin-4 mRNA through puro-
mycin aminonueleoside(PAN) injury podocyte and discuss the relation be-
tween a-actin-4 and podocyte damage
b. Methods
Podocytes were cultured in vitro,and 2 Groups were set up control group
and PAN stimulation group.'The Control Group was cultured with con-
centration of 100 mL FBS RPMI 1640 nutrient solution culture,while the
PAN group was cultivated to PAN(50 mgL)treatment,and cell morphol-
ogy extraction of total RNA of a-actin-4 were observed in 8h,24h and 48
h.The podocyte morphology was observed and pictures were taken
through phase-contrast microscope,then the differenes of morphology
and areas between the 2 groups were analyzed.The distribution and
mRNA expression ofa-actin-4 were detected By Indirect immunocyto-
fluorescence and real-time quantitative PCR,respectivelyï
c. Results
the well-developed podocyte arborization was formed after the in vitro
induction,and the PAN treatment led to the podocyte foot process retrac-
tion and effacement together with the mouse podocyte cell line shrink-
age and the loss of cell contact 'The above time point a-actin-4 mRNA
expressions between the 2 groups were compared,and there was no sig-
nificant difference in 8h(P>0.05),but significant difference was found in
24h,48 h,a-actin-4 higher mRNA expression,with stat ist ical
significanse(P<0.01).α-actin-4 in the control group had thin filaments
evenly distributed in the cytoplasm,but a radioactive distribution in foot
process.In the experimental group.a-actin-4 pressure silk fiber was
shorter,with disordered arrangement,and PAN stimulus after 24h,a-ac-
tin-4 distribution in cytoplasm was decreased significantly,while cyto-
plasmic distribution was missing after 48 h.
d. Conclusions
The abnormal of distribution and mRNA Expression of a-actin-4 is time-
related to the PAN injury podocyte and a-actin-4 is an important part of
podocyte damage mechanism

PO-201
Activated parietal epithelial cells in CsA-induced nephropathy and its
association with the podocyte injury.
A. Hayashi, T. Okamoto, Y. Sato, T. Yamazaki, T. Takahashi, T. Ariga
Hokkaido University Graduate School of Medicine, Sapporo, Japan

a. Objectives
Glomerulosclerosis is a "final common pathway" to end-stage renal fail-
ure. Recent studies emphasize the role of the activated parietal epithelial
cells (PECs), which is positive for CD44 as one of the activated markers,
in focal segmental glomerulosclerosis (FSGS). Cyclosporine A (CsA)
have been used for the kidney transplantation, autoimmune diseases
and pediatric-onset idiopathic nephrotic syndrome. Long-term treatment

of CsA induce nephrotoxicity (CsA-induced nephropathy) in which the
pathological features include FSGS. The aim of this study is to investi-
gate a role of activated PECs in the mouse model of CsA-induced
nephropathy.
b. Methods
We introduced the mouse model of CsA-induced nephropathy and the
controls. CsA or olive oil was injected subcutaneously into the mice
every day as previously reported. Immunohistochemistry and immuno-
fluorescence were used to investigate the roles of activated PECs in
CsA-induced nephropathy.
c. Results
At the 6-week observation period, FSGS were not significantly increased
in CsA group compared with control group. Arteriolopathy and tubular
injury were increased from 4 weeks in CsA group. The expression of
synaptopodin and podocin demonstrated to be retained in both group at
the end of 6-week observation by immunohistochemistry(p<0.05), but
foot process effacement of podocyte was observed by electron micros-
copy from 4 weeks in CsA group. Consistent with the timing of
podocyte injury, the expression of CD44 in PECs was increased in
CsA group from 4 weeks. Furthermore co-expression with osteopontin
was observed in immunofluorescence staining.
d. Conclusions
We demonstratedthe CD44 expression of PECs in CsA -induced nephropathy.
The expression of CD44 in PECs was observed at the early-stage of podocyte
injury. In the future, further analysis in more long-term observation period is
necessary to elucidate the role of activated PECs for CsA-induced nephropa-
thy.

PO-202
Toll Like Receptor (TLR) -3, TLR -4 and CD 80 Expressions in
Peripheral Blood Mononuclear Cells and Urinary CD 80 levels in
Children with Idiopathic Nephrotic Syndrome
O. Mishra(1), R. Kumar(1), G. Narayan(2), A. Abhinay(1), R. Prasad(1), A.
Singh(1), V.V. Batra(3)
(1) Institute of Medical Sciences, BHU, Varanasi, India; (2) Department of
Molecular and Human Genetics, Institute of Science, BHU, Varanasi, India;
(3) Department of Pathology, G B Pant Hospital, New Delhi, India

a. Objectives
To detect Toll Like Receptor (TLR)-3, TLR-4 and CD80 expressions in pe-
ripheral blood mononuclear cells (PBMCs) and estimate urinary CD 80 levels
in children with nephrotic syndrome, and also to observe variation in levels
between steroid sensitive and resistant patients.
b. Methods
Sudy included 30 steroid resistant and 40 steroid sensitive (25- relapse, 15-
remission) and 23 healthy controls in the age group 1-14 years. The mRNA
expression of TLR-3 and TLR- 4 and CD 80 in PBMCs was observed and
urinary CD 80 level was estimated by ELISA kit.
c. Results
The mRNA expressions were detected in 11 controls and 49 nephrotic
patients. TLR-3 and CD-80 were upregulated in 53.8% of cases each and
TLR-4 in 42.6% of steroid sensitive in relapse. Upregulation of all the
three showed reductions in remission (36.4% each). TLR-3 was down
regulated in 48%, TLR-4 in 76% and CD 80 in 24% of steroid resistant
patients. Upregulation of these markers were found in biopsy proven
minimal change disease (MCD) while their expressions were mostly
either in normal range or down regulated in focal segmental
glomerulosclerosis (FSGS).
Median urinary CD80/creatinine values were significantly higher in
steroid sensitive and resistant patients than controls and steroid sensi-
tive in remission (P<0.001). A significant difference in level existed
between steroid resistant and sensitive cases (P=0.029, Fig. 1). Its value
was significantly higher in MCD than FSGS (P=0.002). A cut-off level
of more than 914.5 ng/g had sensitivity 86.6%, specificity 71.4% and
area under the curve 0.828 (95% CI 0.678-0.978, p=0.002) for diagno-
sis of MCD.
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& Fig. 1. Urinary CD80 / creatinine levels in study subjects. (Long horizontal
bars indicatemedian values and short horizontal bars show interquartile range)

d. Conclusions
Steroid sensitive patients had up-regulation of TLR-3, TLR-4 and CD80
mRNA expressions. Increased levels of urinary CD80/creatinine were ob-
served in active phase and biopsy proven MCD had higher level than FSGS.
There was a trend for up-regulation of these markers and increased urinary
CD80 level, which can be helpful to differentiate between two clinical sub-
types of nephrotic syndrome.

PO-203
Mutation spectrum of genes associated with steroid-resistant nephrotic
syndrome in chinese children
Y. Wang, Z. Yi, Q. He
Second Xiangya Hospital of Central South University, Changsha, China

a. Objectives
To characterize the gene mutation spectrum of Chinese children with SRNS.
b. Methods
We analyzed coding regions offive genes commonly associated with
SRNS by Sanger DNA sequencing. Targeted regions include NPHS1
(all exons), NPHS2 (all exons), PLCE1 (NM_016341, exon 3, 10,
14,16, 21, 24, 29) , WT1 (NM_024426, exon 8, 9) , TRPC6
(NM_004621, exon 2, 4, 12, 13). Forty children with sporadic SRNSin
centralChina were enrolled in the study.
c. Results
Deleterious or putatively deleterious gene variants were identified in 15pa-
tients, including seven NPHS1 variants among 9 patients and three PLCE1
variants among 4 patients, twoNPHS2 variants and twoTRPC6 variants among
2 patients, respectively, and one knownWT1 mutation in onegirl. Six novel
variants were identified, including 2 in NPHS1, 2 in PLCE1, one in NPHS2
and one in TRPC6.The overall rate of a potentially positive finding was 37.5%
in this cohort, but the rate was 62.5% amongchildren who responded poorly to
immunosuppressive agent therapy.
d. Conclusions
Our results reveal that mutational analysis should be performed in Chinese
children with steroid-resistant nephrotic syndrome,particularly the children
with no response to both steroid and immunosuppressive agent.

PO-204
Immune dysregulation, polyendocrinopathy, enteropathy X-linked
(IPEX) syndrome: a rare cause of nephrotic syndrome in children
M. Aksenova(1), O. Yaroshevskaya(2), O. Gurevich(2), Y. Rodina(3)
(1) Y.Veltischev Research and Clinical Institute for Pediatrics at N.Pirogov
Russian National Research Medical University, Moscow, Russian
Federation; (2) N.Pirogov Russian National Research Medical University,
Moscow, Russian Federation; (3) Dmitry Rogachev Federal Research and
Clinical Center of Pediatric Hematology, Oncology and Immunology,
Moscow, Russian Federation

a. Objectives
IPEX syndrome is an example of T-cell dysregulation associated with nephrot-
ic syndrome (NS). The main features of the syndrome are severe enteropathy,
chronic dermatitis, autoimmune early-onset insulin-dependent diabetes
mellitus (IDDM) and thyroiditis. Nephropathy is not constant clinical feature;
membranous nephropathy and tubulointerstitial nephritis were described in
IPEX syndrome . The hematopoietic stem cell transplantation (HSCT) seems
to be the best curative treatment at the moment.
b. Methods
We describe the secondary NS in boy with IPEX syndrome.
c. Results
Aboy presentedwith atopic dermatitis at 6mo of age. He had two episodes of self-
resolving diarrhea on the first year of life. At age of 1y 9mo he developed steroid-
dependentNS and IDDM(anti-glutamic acid decarboxylase antibodies positive) at
8th day of steroids’ therapy. Renal biopsy at the age of 2y 8 mo revealed
membranoproliferative glomerulonephritis type 1 (IgM/IgA/C3 positive) with fo-
cal total (4 from 36) and segmental (in 2 of 36) glomerular sclerosis, interstitial
lymphocytic infiltration and sclerosis (<10%). NS was controlled by therapy with
cyclosporine and later with tacrolimus; but the IDDM had labile course during all
time of observation. TheDNA analysis for IDDM revealedmutation FOXP3 gene
(c.140 G>A, Arg347His). At the age of 7y the boy presented severe secretory
diarrhea (7l/day of stool). He was admitted to Immunological department; therapy
with prednisone (2 mg/kg/d), tacrolimus (0,1 mg/kg/d), adalimumab (40 mg/
week), rituximab (375mg/m2/week), IVIG (Octagam 10 gr/3-4week) and support
treatment were started. The remission of diarrhea was obtained from 2 mo of
therapy; necessary screening for HSCTwas initiated.
d. Conclusions
The boy have late onset milder form of IPEX syndrome. The association of NS
with auto-immune manifestation in male must lead to the consideration of T-
cell dysregulation as a potential cause of the disease. It is essential for appro-
priate diagnosis and treatment of these pts.

PO-205
Mutational analysis in patients with childhood-onset steroid-resistant ne-
phrotic syndrome in the era of next-generation sequencing
Y. Li, Y. Wang, Z. Yi, Q. He
Second Xiangya Hospital of Central South University, Changsha, China

a. Objectives
sequence is widely applied in genetic diagnosis of steroid-resistant nephrotic
syndrome (SRNS)ï¼'howeverï¼'it is cost-consuming and time-consuming.In
order to improve the genetic diagnosis of SRNS,we use next-generation se-
quencing to assess the frequencies of mutations in casual genes in the patients
affected by childhood-onset SRNS.
b. Methods
eripheral blood samples were collected from 50 patients,including 16 familal
cases and 34 sporadic ones.Genomic DNA was extracted from Peripheral
blood leucocyte.Next-generation sequencing was performed in the cohort of
patients wih childhood onset SRNS.
c. Results
In the cohort,we identif ied 34 known causative mutations in
LMX1B,ADCK4,COL4A5,COL4A4,COQ2,GLA,CFH,CUBN genes.These
variants in SRNS genes were found in 8 patients.Of these patients,3 were
familial cases and 5 were sporadic cases.
d. Conclusions
Our results reveal that next-sequencing is fast,feasible and cost-efficient for
molecular diagnosis of childhood SRNS.The approach should be considered
in clinical management of SRNS,improving the genetic diagnosis and provid-
ing potential drug targets for therapy.

PO-206
Urinary Apo lipoprotein A1 (Apo A1) and neutrophil-gelatinase associat-
ed lipocalin (NGAL) levels in children with idiopathic nephrotic syn-
drome (INS).
A. Saha(1), M. Suresh(2), M. Kaur(2), N. Dubey(2), T. Basak(3), S. Varshney(3),
S. Sengupta(3), V.V. Batra(4)
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(1) Lady Hardinge Medical College, New Delhi, India; (2) PGIMER, Dr RML
Hospital, New Delhi, India; (3) CSIR-IGIB, New Delhi, India; (4) Gbpipmer,
New Delhi, India

a. Objectives
To measure urinary levels of Apo A1 and NGAL in children with first episode
nephrotic syndrome (FENS) compared to controls.
b. Methods
Study Design:Analytical study with longitudinal follow-up.
Inclusion Criteria:Children aged 1-16 years with Idiopathic Nephrotic
Syndrome (INS)
Primary outcome measure:
Urinary levels ofApoA1 andNGAL in childrenwith FENS compared to controls.
Secondary outcome measure:
Urinary levels of Apo A1 and NGAL in children with frequent relapse/ steroid
dependent(FRNS/SDNS) and Steroid resistant nephrotic syndrome (SRNS).
Sample size:
Thirty five cases of FENS and 35 age and gender matched non-nephrotics
Measurements:
Apo A1 and NGAL:Apo A1 and NGAL was analyzed in FENS, at 4 weeks of
follow up (Follow up I), and again between 6 to 12 months from initial pre-
sentation (Follow up II).
c. Results
Urinary levels of Apo A-1/Cr and NGAL were significantly high in children
with FENS as compared with controls (p = 0.000). Apo A-1/Cr levels were
similar to controls at follow up I and were significantly low in follow up II
compared to controls. Urinary NGAL/Cr levels decreased significantly in
follow up I compared to FENS however were still significantly raised com-
pared to controls. FRNS/SDNS children showed significantly increased levels
of Apo A-1/Cr and NGAL/Cr in urine as compared to controls (p=0.01).
Urinary NGAL levels (uncorrected with creatinine) were significantly in-
creased in SRNS patients compared to SSNS at initial presentation. Urinary
Apo A1/Crlevels were not significantly elevated in SRNS group compared to
controls even at initial presentation and also in follow up I. Apo A1/Cr and
NGAL/Cr in urine showed a significant negative correlation of with serum
total protein and albumin and a significant positive correlation with serum
cholesterol and urinary protein creatinine ratio in FENS.
d. Conclusions
Apo A1 and NGAL levels are significantly elevated in children with idiopathic
nephrotic syndrome and are potential biomarkers to distinguish different categories.

PO-207
Association of TT variant of AGT (M235T) gene with focal segmental
glomerulosclerosis in children with idiopathic steroid-resistant nephrotic
syndrome (SRNS)
L. Prikhodina(1), O. Ryzhkova(2), A. Polyakov(2)
(1) Research & Clinical Institute for Pediatrics, Pirogov Russian National
Research Medical University, Moscow, Russian Federation; (2) Research
Center for Medical Genetics, Moscow, Russian Federation

a. Objectives
SRNS with FSGS in children is one of the leading causes of CRF during
childhood. Angiotensinogen AGT (M235T) gene T allele is associated with a
high plasma angiotensin II level and hypertension. Overexpression AT II re-
ceptors in podocytes leads to podocyte damage progressing to FSGS. The aim
of the study was to investigate whether TT variant of AGT (M235T) gene
predisposes to development of FSGS in children with idiopathic SRNS.
b. Methods
We conducted a study of 90 children (40M/50F) aged 11.2 (7.8; 14.3) years
with SRNS. Histological findings were FSGS in 45.6%, mesangial prolifera-
tive GN in 22.2%, membranoproliferative GN in 17.8%,MCD in 7.8%, mem-
branous nephropathy in 6.7% patients. TheAGT gene (M235T) polymorphism
was genotyped using RFLP analysis in SRNS patients.
c. Results
Patients with TT variant and combined group of children with MM and MT
genotypes of AGT (M235T) gene were not different significantly in median

proteinuria: 3.9 (2.1; 6.3) vs. 3.2 (1.8; 7.2) g/m2/d (p=0.69) and frequency of
hypertension 2 stage: (35% vs. 22.9%, p=0.38). FSGS was identified significant-
ly more likely in children with TT compared with patients with MM and MT
genotypes of AGT (M235T): 65% vs. 40% (p=0.022).The proportion of other
histological types of SRNS between patients with TT genotype and children with
MM and MT genotypes of AGT (M235T) (p>0.05) and frequency of diffuse
effacement of podocyte foot processes: 61.5% vs. 38.3% (p=0.21) were not
different significantly. The combined rate of complete and partial remission of
SRNS achieved on CNI was significantly less in patients with TT variant than in
children withMM andMTAGT (M235T) genotypes: 40% vs. 78.3% (p=0.049).
d. Conclusions
Our results indicate that TT variant of AGT (M235T) gene associated with a
high risk of developing FSGS and failure of immunosuppressive treatment
with CNI in children with idiopathic SRNS. This association can be explained
by severity of podocyte damage with possible involvement of expressed re-
ceptors to angiotensin II.

PO-208
MDR1 polymorphisms in pediatric idiopathic nephrotic syndrome:
Impact on susceptibly and response to steroids ( preliminary results)
A. Moussa Chaouache(1), S. Mabrouk(2), H. Hamdouni(1), M. Ajmi(1), M.
Tfifha(2), A. Omezzine(1), S. Abroug(2), A. Bouslama(1)
(1) Biochemitry Department, LR12SP11, Sahloul University Hospital, Sousse,
Tunisia; (2) Pediatric Department, LR12SP11, Sahloul University Hospital,
Sousse, Tunisia

a. Objectives
Objectives:Oral steroid treatment is the first line of therapy for childhood
nephrotic syndrome (NS). The role of multidrug resistance-1 (MDR-1) gene
polymorphisms has not been clarified in NS. Additionally, genetic polymor-
phisms are studied to explain their influence on different patients' responses to
steroid. Therefore, we aimed to investigate the association of MDR-1 gene
polymorphisms (C1236T, G2677T/A and C3435T) and haplotypes with sus-
ceptibility to childhood NS, and whether they influence steroid response
b. Methods
Methods:We have investigated the precited MDR1 polymorphisms in 35 NS
patients and 69 age and sex matched controls. All Subjects were genotyped by
PCR-RFLP. Haplotypes analysis were performed on SNPAnalyzer2.0 and
Statistical analysis were realized using SPSS20
c. Results
Results: Genotype Frequencies of MDR-1 gene polymorphism in the general
population were:C1236T(CC=43.3%,CT=47.1%,TT=9.6%),G2677T/
A ( GG = 9 0 . 4% , G T / GA = 8 . 7% , T T / AA = 1% ) a n d C 3 4 3 5 T
(CC=51.9%,CT=38.5%,TT=9.6%). Genotypic and allelic frequencies were
in Hardy-Weinberg equilibrium. The genotype frequencies of C1236T,
G2677T/A and C3435Twere different between cases and controls but without
any significance. However, when combined into haplotype (TTC), they
showed an important synergistic effect (OR=12.8,[1.51-108], p=0.005). In
fact, this haplotype was absent in the control group but was at 7.3% within
NS patients. In addition, the G2677T/A polymorphism seemed to be the only
one associated with the initial steroid response. Actually, GT carriers have
1.28-fold risk of steroid resistance compared to GG carriers (OR=1.28,[1.05-
1.57], p=0.048).
d. Conclusions
Conclusions:Here we report that TTC haplotype seems to predispose to NS
and that G2677T/A polymorphism is likely associated with initial steroid
response in children with NS. Biological and clinical parameters, renal histo-
logical findings and responses type association with the studied polymor-
phisms must be more explored.

PO-209
Increased urinary exosomal miR-193a distinguishes FSGS from MCN
and predicts progression in nephrotic children
Y. Zhang, .Z. Huang, L. Wang, H. Yuan, J. Zhou
Tongji Hospital,Tongji Medical College, Huazhong University of Science &
Technology, Wuhan, China
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a. Objectives
Focal segmental glomerulosclerosis (FSGS) is one of the most common pri-
mary glomerular diseases causing end-stage renal disease in children.
Exosomes are known to mediate intercellular communication by transporting
cell-derived proteins and nucleic acids, including various miRNAs. Here we
examined the levels of urinary exosomal miR-193a (Uexo-miR-193a) from
patients with primary FSGS, and evaluated the values for diagnosis and
prognosis.
b. Methods
Urine samples from eight FSGS patients were compared with those from
minimal change nephropathy (MCN) patients. Exosomes were isolated and
confirmed by electron microscopy and western blotting. The level of miR-
193a was quantified by qRT-PCR. The semiquantitative glomerulosclerosis
index (GSI) was used to evaluate the degree of glomerulosclerosis according
to the method of Raij et al. ROC and Kaplan-Meier analyses were applied to
evaluate the diagnostic and prognostic values of Uexo-miR-193a in FSGS.
The expression of Mcl-1, CD63, and Beclin-1 were detected with immunohis-
tochemical staining on the renal tissue of FSGS patients to explore the
underlining mechanisms of exosomal miR-193a in FSGS progression.
c. Results
The level of Uexo-miR-193a in FSGS patients was significantly higher than in
MCN patients. The area under ROC curve for Uexo-miR-193a was 0.85,
which appeared to be a good marker to distinguish FSGS from MCN.
Moreover, Uexo-miR-193a levels positively correlated with GSI and urine
protein amount in FSGS patients. From 10 FSGS renal tissue samples, we
further found that increased CD63 (exosome surface antigen) expression, de-
creased Mcl-1 (target of miR-193a) and Beclin-1 (autophagy marker) expres-
sion were detected in podocytes in non-sclerous glomeruli.
d. Conclusions
Urinary exosomal miR-193a might be a promising diagnostic and prognostic
marker for FSGS. Exosomal miR-193a could play an important role in FSGS
progression by regulating podocyte autophagy.

PO-210
Endothelial dysfunction in children with frequently relapsing nephrotic
syndrome/ steroid dependent nephrotic syndrome (FRNS/SDNS) and ste-
roid resistant nephrotic syndrome (SRNS).
A. Saha(1), A. Bhatia(2), N. Dubey(2), M. Kaur(2), P. Goyal(2), V.V. Batra(3)
(1) Lady Hardinge Medical College, New Delhi, India; (2) Pgimer, Dr RML
Hospital, New Delhi, India; (3) Gbpipmer, New Delhi, India

a. Objectives
To measure plasma levels of soluble thrombomodulin (sTM), plasminogen
activator inhibitor 1 (PAI-1), VonWillebrand factor (vWF), tissue plasminogen
activator (t-PA)] in children with FRNS/SDNS and SRNS
b. Methods
Study design:Analytical study with longitudinal follow up.
Primary outcome measure:Levels of sTM, PAI-1, vWF, t-PA in children with
FRNS/SDNS and SRNS compared to controls.
Secondary outcome measures: Levels of sTM, PAI-1, vWF, t-PA in children
with FRNS/SDNS at 6 months of follow up.
Inclusion Criteria
Study group: Children with FRNS/SDNS and SRNS as defined by ISPN
Control group: Age and sex matched controls with normal lipid profile.
Sample size: The study group comprised of 19 patients of FRNS/SDNS which
were followed for 6 months, 16 patients of SRNS and 19 healthy non-
nephrotic age and sex matched controls having normal lipid profile.
Measurements:Quantitative estimation of the markers was done using ELISA
technique.
c. Results
The levels of markers of endothelial dysfunction (vWF, sTM, PAI-1) were
significantly higher (p<0.001) in patients with FRNS/SDNS and SRNS com-
pared to controls. tPA levels were not significantly raised, in cases compared to
controls. vWF levels were raised significantly even at 6 month follow up in
children with FRNS/SDNS compared to controls, and in SRNS patients com-
pared to FRNS/SDNS. However levels of sTM and PAI-1 levels became

comparable to controls at 6 months follow-up in children with FRNS/SDNS.
Levels of vWF, sTM and PAI-1 showed positive correlation with total choles-
terol and negative correlation with serum albumin in both FRNS/SDNS and
SRNS patients.
d. Conclusions
FRNS/ SDNS patients had endothelial dysfunction at disease onset and at 6
months follow up and SRNS patients have greater degree of dysfunction
which persists at least for short term.Modulation of endothelial dysfunction
in children with idiopathic nephrotic syndrome at the onset of disease may
offer a novel strategy, to decrease the risk of future adverse cardiovascular
events.

PO-211
Seroconversion Following Hepatitis B Vaccination in Childhood Steroid
Sensitive Nephrotic Patient
T. Jesmin(1), M. Hanif(2)
(1) Bangabandhu Sheikh Mujib Medical University, Dhaka, Bangladesh; (2)

Dhaka Shishu Hospital, Dhaka, Bangladesh

a. Objectives
This study was conducted to see the antibody titer following vaccination with
paediatric and adult doses of HB vaccine among SSNS patients when they
were on remission and was comparing the antibody titer between two groups
and also to find out whether there were any complication following
vaccination.
b. Methods
This randomized control trial was carried out at Bangladesh Institute of Child
Health, Dhaka, Bangladesh from July, 2012 to June, 2013. 30 patients who
were having all features of MCNS according to ISKDC and on oral prednis-
olone every alternate day and HBsAg negative were enrolled in the study.
Patients were randomly assigned to one of the two treatment group to give
either 0.5 ml (10μg) or double dose 1 ml (20μg) of HB vaccine. After exclud-
ing Hepatitis B virus infection, vaccine was administered in a standard dose in
Group-A (0.5 ml or 10 microgram) and a double dose (1 ml or 20 microgram)
in Group-B.
c. Results
The mean vaccine titer of Group-Awas 25.60 ± 19.97 mIU/ml and Group-B
was 617.47 ± 292.11 mIU/ml, which was statistically significant between
Group-A and Group-B. The mean vaccine titer (37.33 ± 19.45 mIU/ml) was
higher in female compared to male (16.22 ± 14.81mIU/ml) and the difference
was statistically significant in Group-A. The mean vaccine titer was also
higher in female compared to male and the difference was statistically signif-
icant in Group-B. The patient talking high dose of steroid, their immune status
is lower than those patients talking low dose of steroids. Therefore there was a
liner negative association between dose of steroid and vaccine titer in the study
population among Group-A and Group-B.
d. Conclusions
Double dose of HB vaccine provide better protection in in comparison to
single dose (0.5ml) in pediatric patient with SSNS when they are or alternative
day therapy. Although vaccine is costly and single dose provide low
seroprotection as well as male patients are more vulnerable, double dose of
HB vaccine should be considered in SSNS patient.

PO-212
Genetic approach to the siblings with congenital / infantile nephrotic syn-
drome by targeted resequencing
S. Minamikawa(1), K. Nozu(1), K. Nakanishi(1), T. Yamamura(1), T.
Ninchoji(1), K. Nakanishi(2), N. Yoshikawa(3), K. Iijima(1)
(1)Kobe University Graduate School of Medicine, Kobe, Japan; (2)Wakayama
Medical University, Wakayama, Japan; (3) National Center for Child Health
and Development, Tokyo, Japan

a. Objectives
Congenital / infantile nephrotic syndrome (CNS/INS) is most commonly as-
sociated with genetic abnormalities, such as NPHS1, NPHS2,WT1 or LAMB2
defects. However, most cases with CNS/INS show no specific clinical or
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pathological findings and there’s no clue to conduct genetic diagnosis for a
specific gene. Here, we report siblings of CNS/INS. We conducted targeted
resequencing for 50 genes. We also investigated pathological characteristics
for these cases.
b. Methods
Case 1 is a 3-year-old boy. He developed nephrotic syndrome at the age of 5
months with severe proteinuria and hematuria. Renal biopsy showed diffuse
mesangial proliferation with C3 deposit on the mesangial area and electron
microscopy (EM) findings showed thinning and partial Basket-weave change
of the GBM. Case 2 is a 5-month-old girl, younger sister of the case 1. She also
developed nephrotic syndrome at the age of 1 month. Renal biopsy showed
diffuse mesangial proliferation. IF was negative and EM findings were similar
to those of her brother.
Case 1 was initially diagnosed as C3 nephropathy. Case 2 was suspected as
Alport syndrome because of the GBM changes. Therefore, we conducted
targeted resequencing for CNS/INS, familial FSGS, C3 nephropathy, and
Alport syndrome related genes.
c. Results
Compound heterozygous mutation in LAMB2 of one frameshift mutation:
c.225delC and one known pathogenic missense mutation: p.Gly699Arg was
detected in both patients. Although they have continued to present proteinuria
under ARB treatment, no ophthalmic abnormalities, mental retardation, or
renal dysfunction have been observed so far.
d. Conclusions
This report describes siblings of CNS/INS with the LAMB2 mutation. These
cases show much milder phenotypes and pathological findings compare to
cases with Pierson syndrome (disease with LAMB2 defects). For such atypical
cases like our cases with CNS/INS, NGS is a powerful tool to make accurate
genetic diagnosis and useful for further investigation of genotype-phenotype
correlations of these diseases.

PO-213
Whole exome sequencing identifies advillin mutations as a novel single-
gene cause of nephrotic syndrome
J. Rao(1), S. Ashraf(1), W. Tan(1), S. Lovric(1), E. Widmeier(1), .D. Braun(1), K.
Fehér(2), F. Hildebrandt(1)
(1) Boston Children's Hospital, Harvard Medical School, Boston, United
States; (2) Department of Organic and Macromolecular Chemistry
University of Gent, Gent, Belgium

a. Objectives
Steroid resistant nephrotic syndrome (SRNS) is a frequent cause of end-
stage renal disease in the first decades of life. Identification of single-
gene causes of SRNS has furthered the understanding of its
pathogenesis.
b. Methods
We combined homozygosity mappingwith whole exome sequencing(WES) in
100 families with SRNS. To identify additional mutations, we screened our
cohort of ~800 individuals with SRNS by microfluidic multiplex PCR and
next generation sequencing.We performed functional analysis of wild type and
mutant proteins in human podocytes.
c. Results
By WES and next generation sequencing, we identified 4 mutations of the
AVIL (advillin) gene in three unrelated families with SRNS.A homozygous
missense mutation in AVIL was found in an individual of consanguineous
parents with SRNS, deafness, cataracts, microcephaly, mental retardation
and renal histologic identification of diffuse mesangial sclerosis. The other
two individuals had compound heterozygous mutations in AVIL. It is known
to be involved in neurite outgrowth and morphogenesis.Molecular dynamics
simulation forAVIL indicate that themutations have a potential to influence the
function of it.We show that advillin localizes to WT1 positive podocytes in
adult rat kidney. When the truncation mutant allele (p.Val656fs.7*) transfected
in human podcytes, advillin failed to reorganize F-actin in podocytes which are
comparable to the mutant constructAVIL-â'628-819 (deletion of the C terminal
domains). The mutant allele p.Arg135Gln results in redistribution of F-actin
with minimal colocalization of advillin in podocytes consistent with the

phenotype when transfected with the truncation mutant of AVIL-â' 135-
143(PIP2 binding motifs) construct.
d. Conclusions
We identified mutations of AVIL as a novel monogenetic cause of SRNS.
Further genetic and functional studies will shed light on the gesolin superfam-
ily of actin binding proteins in the pathogenesis of NS and will provide further
the understanding its disease mechanism.

PO-214
Histological findings in Bulgarian children with steroid- resistant nephrit-
ic syndrome (SRNS)
G. Zlatanova(1), D. Roussinov(1), S. Marinova(1), P. Miteva(1), M.
Gaydarova(1), A. Boueva(2), V. Minkova(3), O. Belcheva(4)
(1) University Children' s Hospital, Medical University, Sofia, Bulgaria, Sofia,
Bulgaria; (2) Children's Hospital "Dr. Lisichkova", Varna, Bulgaria; (3)

Military Medical Academy, Sofia, Bulgaria; (4)Medical University, Center of
Molecular Medicine, Sofia, Bulgaria

a. Objectives
SRNS is defined as no urinary remission within 4 weeks of prednisone therapy
60 mg/m2/day. In general, 10% of children with idiopathic nephrotic syn-
drome show steroid resistance. Usually, the underlying histopathological find-
ing includes minimal change IgM nephropathy, diffuse mesangial prolifera-
tion, diffuse mesangial sclerosis or focal segmental glomerulosclerosis
(FSGS). Some of the patients are with genetic forms of SRNS.
b. Methods
This study was a retrospective analysis of children with SRNS who were
diagnosed at the University Children’s hospital, Medical University, Sofia
between 2005 and 2015. SRNS was present in 14 boys and 10 girls. They
were aged from 8 months to 17 years. All were initial non- responders and
renal biopsy was performed.
c. Results
Focal segmental glomerulosclerosiswas found in 9 patients (37.5%), minimal
change IgM nephropathy in 5 (20.8%), membranous nephropathy in 3
(12.5%), diffuse mesangial proliferation in 3 (12.5%) and diffuse mesangial
sclerosis in 4 patients (16.6%). Genetic form of SRNS was diagnosed in 7
children (29.5%).
d. Conclusions
Our results show that FSGS is the most common finding in Bulgarian children
with SRNS. Around 30% of the children with SRNS are with genetic form. In
order to avoid unnecessary steroid treatment, genetic testing is mandatory.

PO-215
RSV induced the renal injury through the TLR2/NF- B/IL-17
S. Zhai, Z. Wang
West China Second University Hospital of Sichuan University, China, China

a. Objectives
Respiratory infection is one reason for the relapsing and aggravating of ne-
phrotic syndrome.To research the role of TLR2 on the renal injury induced by
RSV infection.
b. Methods
Rats were infected with 6Ã'10^6PFURSV. Peripheral blood mononuclear cell
(PBMC) of rats were cultured and interfered with RSV.The renal histology
were observed,along with measuring the proteinurinary excretion and serum
biochemical indicators, detecting TLR2 mRNA in the kidney and the
PBMC.IL-6,IL-17 and TGF-Î2 in the serum and culture supernatants were
detected. The protein expression of NF-Î°B p65 and TLR2 were measured
by Western Blot.
c. Results
Proteinuria increased in the groups of 6Ã'10^6PFU RSV primary infection,
along with hypoproteinemia.Fusion of glomerular foot processes and mild
swelling of the epithelial cells were showed,particularly in the 28th and 56th
day groups.The expression of TLR2mRNA in the kidney was highest at the
28th day group, especially in the glomerulus.The serum level of IL-6, IL-17
and TGF-Î2 were all higher than the vehicle groups.In vitro,the expression of
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TLR2 and NF-Î°B p56 increased in the groups of 6Ã'10^6PFU RSV inocula-
tion, accompanied with the increase of IL-6, IL-17 in the culture supernatant
than those at the 6Ã'10^4PFU RSV inoculation groups. But they all were
lower than that in the group of TNF-Î± intervention.The expression of NF-
Î°Bp56 were dramatically increased.
d. Conclusions
RSV infection upregulates the TLR2 expression in glomerulus,resulting into
the immunity disorder,whichmaybe the one ofmechanism for nephrotic injury
induced by RSV infection.

PO-216
The study of Angptl3 and Angptl4 in podocyte injury
J. Liu, Q. Shen, R. Dai, H. Xu
Children's Hospital of Fudan University, Shanghai, China

a. Objectives
To date, there is no study concerning the interaction characteristics of Angptl3
&Angptl4 in pathological states. Our study aims to explore the role of Angptl3
& Angptl4 in podocyte injury, and whether there is a synergetic effect between
them in podocyte injury.
b. Methods
1.PAN was used to induce podocyte injury, and observed the morphological
character of podocyte by confocal microscopy. MTT, Transwell and cell
detaching test were used to detect podocyte proliferative capacity, adherence
ability and motility. 2. Expression and location of Angptl3 & Angptl4 were
dectected by RT-PCR, immunofluorescence staining and Elisa methods in
normal and injured podocyte. 3. Experimental groups as follows: Angptl3
groupã'Angptl4 groupã'Angptl3 & Angptl4 group.
c. Results
1. Nephrin expressed in our cell line, and was identified as podocyte. 2. PAN
treatment induced podocyte injury, which presented as shrinkageã'rounded and
randomly oriented. MTT shown proliferative capacity decreased, Transwell
shown motility increased and detaching test shown impaired adherence ability
3. In the pathological process induced by PAN, the expression of Angptl3 &
Angptl4 was stable before 16 hours, reached the peak in 24 hours and de-
creased in 48 hours. 4. In normal podocyte, Angptl3 & Angptl4 expressed in
podocyte, and Angptl3 mainly in cytoplasm while Angptl4 in nucleus. In
injured podocyte, except the increased expression of Angptl3 and Angptl4,
there is a distribution change of Angptl3 and Angptl4 which shown as an
increased distribution in cytosolic and membrane. 4. Angptl3 treatment,
Angptl4 treatment and Angptl3 & Angptl4 co-treatment could have effects
on cellular functions, such as motility, adherence and proliferative capacity.
And Angptl3 & Angptl4 co-treatment has a more apparent effect than operate
in isolation.
d. Conclusions
Both Angptl3 and Angptl4 could induce podocyte injury, and there is a syn-
ergetic effect between them in podocyte injury.

PO-217
Utility of total internal reflection fluorescence microscopy in evaluating
integrin activation expressed on basal side of human podocyte cell line
Y. Kobayashi(1), G. Welsh(2), M. Saleem(2)

(1) Gunma University, Maebashi, Japan; (2) University of Bristol, Bristol,
United Kingdom

a. Objectives
Serum from FSGS patients during relapse has been reported to activate β3
integrin in podocyte in vitro by permeability factors. We report that total
internal reflection fluorescence microscope (TIRFM), used to detect nanome-
ter depth expression at/near the cell surface, was useful to detect β3 integrin
activation expressed on the basal side of a human podocyte cell line.
b. Methods
The human podocyte cell line was cultured in glass bottom dishes for imaging.
After differentiation, cells were treated with serum free medium with no stimu-
lant as a negative control, manganese as a positive control, and relapse and
remission plasma/serum samples obtained from the same patients. Cells were

fixed and stained using antibody to active-αvβ3 as the primary antibody. After
imaging with TIRFM, the signal intensity per cell was quantified and the differ-
ences among stimuli compared. The same analysis was done with the images
taken with the confocal microscope, and compared with the results of TIRFM.
c. Results
Significant increase of β3 integrin activation by relapse samples was detected
with TIRFM compared to the non-stimulated and remission samples. On the
other hand, differences between stimulations were not detected with the con-
focal microscope because of fluorescent signals in the cytosol.
d. Conclusions
TIRFM is effectively useful to detect the activation of the integrin, which is
expressed on the basal side of epithelial cells playing an important role in cell
adhesion and signaling.

PO-218
Increased in vitro expression of inflammatory cytokines following non-
specific stimulation of T lymphocytes in children with primary nephrotic
syndrome
T.C.Macedo(1), F.T.L. Guimaraes(2), G.E. Brito-Melo(2), V. Feracin(1), W.D.F.
Pereira(2), S.V.B. Pinheiro(1), A.S. Miranda(1), A.C. Simoes e silva(1)
(1) UFMG, Brazil, Belo Horizonte, Brazil; (2) UFVJM, Diamantina, Brazil

a. Objectives
This study aimed to investigate the expression of cytokines in specific
lymphocyte populations of patients with primary nephrotic syndrome
(NS).
b. Methods
This is a cross-sectional study including 44 individuals with NS and 8 healthy
children, matched for age and sex (control). Patients with NS were subdivided
according to the values â'â'of proteinuria: high proteinuria (HP) ≥200mg/24
hours (n=17) and low proteinuria (LP)<200mg/24 hours (n=27). Ex-vivo anal-
ysis of peripheral blood leukocytes by flow cytometry was performed using
cell surface markers for T-lymphocytes, TCD4, TCD8, NK cells, NKT and B-
lymphocytes. The frequencies of intracellular cytokines, IFNγ, TNF-α, IL-4,
IL-6, IL-10, IL-13 and IL-17, were analyzed in cells labeled with anti-CD4,
anti-CD8 and anti-CD19 antibodies.
c. Results
The frequency of B-lymphocytes, NK cells and NKT cells were lower in patients
with NS than in controls, whereas NS patients had higher frequency of
CD4+TNF-α+ cells than controls. The frequency of cytotoxic T lymphocytes
expressing IFN-γwas lower in NS patients than in controls. The analysis of pa-
tients with HP and LP showed higher frequencies of CD4-T lymphocytes express-
ing IFN-γand TNF-αin patients with HP than in controls. The frequency of CD8-
lymphocytes expressing TNF-αwas increased in patients withHPwhen compared
with the subgroup of LP and with controls. On the other hand, the percentage of
CD8+IFN-γ+cells in HP patients was lower than in LP and in control group.
d. Conclusions
Regardless the levels of proteinuria, patients with NS presented an increased
expression of TNF-αin CD4-lymphocytes and a reduced expression of
IFN-γin CD8-lymphocytes. Patients with HP had higher frequency of CD4-
lymphocytes expressing pro-inflammatory cytokines (IFN-γ, TNF-αand IL-
17) and higher expression of TNF-αin CD8-lymphocytes than controls. The
results indicate a more intense pro-inflammatory profile in NS patients with
HP.

PO-219
Migratory and regulatory profile of circulating lymphocytes of pediatric
patients with nephrotic syndrome
V. Feracin(1), F.T.L. Guimaraes(2), G.E.A. Brito-Melo(2), T.C. Macedo(1),
W.D.F. Pereira(2), S.V.B. Pinheiro(1), A.S. Miranda(1), A.C. Simoes E Silva(1)
(1) UFMG, Brazil, Belo Horizonte, Brazil; (2) UFVJM, Diamantina, Brazil

a. Objectives
This study aiimed to evaluate the profile of peripheral leukocyte populations
and the migratory and regulatory behavior of circulating lymphocytes in pa-
tients with primary nephrotic syndrome (NS).
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b. Methods
This is a cross sectional study including 30 patients with steroid-sensitive (SS)
and 14 with steroid-resistant (SR) NS in comparison to age and sex matched
healthy controls (n=10). Ex-vivo analysis of peripheral blood leukocytes by flow
cytometry was performed using cell surface markers for T-lymphocytes, TCD4,
TCD8, NK cells, NKT and B-lymphocytes. Regulatory (CTLA4 and FoxP3)
and migratory (CD18) markers were evaluated in subsets of leukocytes.
c. Results
The percentage of B-lymphocytes andNKcells were reduced in SRpatientswhen
compared to controls. Only the SS group of patients presented a decrease in the
percentage of NKTcells when compared to control. The expression of FoxP3 and
the expression of CTLA4 in CD4-lymphocytes were higher in SS group when
compared to SR and controls. Regarding the migratory profile, CD3 and CD8-
lymphocytes of SS patients had lower expression of CD18 than controls.
d. Conclusions
The reduced expression of CD18 in CD3 and CD8-lymphocytes and the high
expression of regulatory molecules in CD4-lymphocytes of SS patients suggest
that these changesmay contribute to the control of inflammatory response in this
subgroup of NS patients. Furthermore, the ability to activate immune regulatory
mechanisms would be associated with better response to steroid therapy.

PO-220
Angptl3 deletion suppresses the glomerulosclerosis formation in mice
with Adriamycin nephropathy via attenuating podocyte loss
R.F. Dai, H. Xu, Q. Shen, L. Sun, H.M. Liu, J. Rao, J.C. Liu, Y.H. Zhai
Children's Hospital of Fudan University, Shanghai, China

a. Objectives
To investigate whether Angptl3 deletion suppresses the glomerulosclerosis
formation in mice with Adriamycin nephropathy via attenuating podocyte loss
(detachment and apoptosis).
b. Methods
Angptl3+/+ and Angptl3-/- female mice on B6; 129S5 gene background
were injected with adriamycin by tail vein at the dose of 25 mg/kg to
produce nephropathy. The kidney histopathology was observed through
PAS staining under the light microscopy, the potocytes ultrastructure and
foot processes were analysed under electron microscopy. Calculating the
detached cells and podocytes in glomerular bowman's capsule under the
light microscopy and electron microscopy. Using the Nephrin and WT-1
immonofluorescence staining to detect the podocytes density in renal
tissue. Apoptosis cells in renal tissue were detected by the in situ termi-
nal deoxynucleotidyl transferase-mediated dUTP nick end-labeling tech-
nique (TUNEL) kit.Data statistics was analyzed by SPSS19.0.
c. Results
1. Angptl3 deletionprotected podocytes from injury and suppresses the
glomerulosclerosis formation in mice with adriamycin nephropathy; 2.
Angptl3 deletion reduced the detached cells and podocytes in glomerular
bowman's capsule in mice with Adriamycin nephropathy glomerulosclerosis;
3. Angptl3 deletion alleviated the decrease of podocyte density in renal tissue
of mice with Adriamycin nephropathy glomerulosclerosis; 4. Angptl3 deletion
attenuated the apoptosis cells in renal tissue ofmice with Adriamycin nephrop-
athy glomerulosclerosis.
d. Conclusions
Angptl3 deletion suppressed the glomerulosclerosis formation in mice with
Adriamycin nephropathy via attenuating podocyte loss by reducing the de-
tached podocytes and apoptosis.

PO-221
TRCP-6 Mutation Causing FSGS in Childhood
G. Kaya Aksoy(1), M. Koyun(1), E. Çomak(1), A. Berdeli(2), A. Gemici(1), B.
Akkaya(1), S. Akman(1)
(1) Akdeniz University, Antalya, Turkey; (2) Ege University, Izmir, Turkey

a. Objectives
Mutations of the transient receptor potential cation channel-6 (TRPC6), a
member of the transient receptor potential (TRP) superfamily of non-

selective cation channels, have been identified as causing a familial form of
focal segmental glomerulosclerosis (FSGS). This disease is inherited as an
autosomal dominant trait and characterized by proteinuria and progressive
renal failure which occurs in adulthood.
b. Methods
Here, we present a child having TRCP6 mutation presented with steroid-
resistant nephrotic syndrome, which was reported rarely before.
c. Results
A 5.5 year-old boy presented with nephrotic syndrome after admission
with generalized edema. He had no macroscopic hematuria. There was
no consanguinity between his parents. His father had been diagnosed
as nephrotic syndromeand end-stage renal diseaseat the age of 12 (no
biopsy or genetic analysis was performedat that time) and underwent
renal transplantation after two years on peritoneal dialysis; he is now
40 years old and renal graft functions were preserved. Our patient had
proteinuria with urine protein/creatinine ratio of 3.5 mg/mg and daily
urinary protein excretion of 1.1 g/day (65 mg/m2/h) and hypoalbumin-
emia (2.4 gr/dL). Serum creatinine was 0.77 mg/dl and estimated
glomerular filtration rate was 89 mL/min/ 1.73 m2 using Schwartz
formula. On renal biopsy, segmental sclerosis was found on 24 of
56 glomeruli compatible with FSGS. After 4 months of therapy with
prednisolone and cyclosporine, ESRD occurred and hemodialysis was
started. Genetic analysis revealed heterozygote C> T change on the
1211th nucleotide position of exon 4 of the gene TRCP, causing
p.Ala404Ser missense amino acid mutation. He is now on hemodial-
ysis for 19 months and waiting for transplantation.
d. Conclusions
FSGS due to TRPC6 mutations may also be seen in childhood. We suggest to
investigate for TRCP6 mutations in pediatric patients with FSGS who had an
autosomal dominant inheritance pattern.

PO-222
The correlation of endothelin-A receptor gene polymorphisms and dys-
lipidemia in children with primary nephrotic syndrome
F. Yang(1), S.X. Zeng(1), L.Z. Sun(2), C. Zhang(3), X.X. Liu(1), S. Zhang(1),
Z.Q. Guo(1)
(1) First affiliated hospital of Jinan university, Guang Zhou, China; (2) First
affiliated hospital of Sun Yat-sen university,, Guang Zhou, China; (3) The third
Hospital of Jinan University, Zhuhai, Guangdong, China

a. Objectives
This study aims to investigate the relationship between endothelin-A receptor
(EDNRA) gene polymorphisms in loci rs1801708, rs5335, rs5343 and the
levels of serum lipid in the active period in children with primary nephrotic
syndrome(NS).
b. Methods
Sixty-two children with primary NS were selected as study cases, All
subjects were genotyped for three single nucleotide polymorphisms (
rs1801708, rs5335, rs5343) in the EDNRA gene by gene sequencing
test technique . And the serum lipid level of total cholesterol, triglyc-
eride, high density lipoprotein cholesterol( HDL-C )and low density
lipoprotein cholesterol were measured by automatic biochemical
detector.
c. Results
The difference between genotype of EDNRA gene in locus rs5335 and
the level of serum high-density lipoprotein cholesterol in NS patients
had statistical significance (P <0.05). The genotype of EDNRA gene
in locus rs1801708 and rs5343 were not associated with HDL-C(P
>0.05). The total cholesterol, triglyceride and low-density lipoprotein
cholesterol in NS patients were not associated with the EDNRA gene
polymorphisms (P >0.05).
d. Conclusions
The serum high density lipoprotein cholesterol seems to be associated with
genetic variations of the EDNRA gene. The result suggesting the EDNRA gene
might play an important role in dyslipidemia in children with primary nephrotic
syndrome.
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PO-223
Familial Steroid Sensitive Nephrotic Syndrome: Linkage data to
Chromosome 15 and 6
S. Joshi(1), R.F. Andersen(1), K. Moeller(2), T. Seeman(3), L. Podracká(4), H.
Eiberg(5), S. Rittig(1)
(1) The Department of Pediatrics-Department of Clinical Medicine, Research
Laboratory-A, Aarhus University Hospital, Palle Juul-Jensens Boulevard 99,,
Aarhus N, Denmark; (2) Department of Pediatrics and Adolescent Medicine,
Klinikum Links der Weser,, Department Of Pediatrics And Adolescent
Medicine, Klinikum Links Der Weser, Brebremen, Germany; (3) Department
of Pediatrics Charles University in Prague - 2 Faculty of Medicine,, Praha,
Czech Republic; (4) 1st. Dept. Pediat., Children´s Hospital andMedical School
Comenius University, Bratislava, Slovakia; (5) Department of Cellular and
Molecular Medicine, Faculty of Health and Medical Sciences, The Panum
Institute, 3B Blegdamsvej, 2200, Copenhagen N, Denmark

a. Objectives
Steroid sensitive nephrotic syndrome (SSNS) is the most common form of
idiopathic nephrotic syndrome in childhood. Families comprising of siblings
with SSNS are rare. HLA alleles have been associated with SSNS. Variations
in EMP2 have been identified in some of them.We present genetic and clinical
findings in nine families with SSNS.
b. Methods
We included nine families (44 participants) each with at least two
siblings affected (19/ 44) with SSNS. Whole genome linkage was
analyzed with SNP 6.0 microarray and Genotyping Console and
Chromosome Analysis Suite software (Affymetrix, Santa Clara,
USA). Whole exome sequencing was performed in two patients.
EMP2 was analyzed by bi-directional sequencing in all affected
individuals.
c. Results
Whole genome scan revealed linkage in eight out of nine families with
familial SSNS to a 5,2Mbp region on chromosome 15 (91.7 – 96.9 Mbp)
(Hg19), with the logarithm of the odds (LOD) score Z=3.02 for an
autosomal recessive inheritance. Six of nine families also showed link-
age to markers on chromosome 6p (27.29 - 33.97 Mbp), of whom, five
families showed linkage to 2 markers (D6S1629 and D6S1560) on
Human Leukocyte Antigen (HLA) dense region in this location. No
disease-causing variations were found in coding exons of EMP2 in af-
fected individuals in our study.
d. Conclusions
1) this is the first report of strong genetic linkage of familial SSNS to chromo-
some 15, 2) linkage to HLA markers on chromosome 6 strengthen the asso-
ciation of HLA alleles in SSNS, 3) apart from HLA genes on chromosome 6,
none of the other genes in linkage regions have been associated with familial
SSNS or nephrotic syndrome, 4) segregation and linkage analysis show ge-
netic heterogeneity as both recessive and dominant modes of inheritance occur
in the nine families, and SSNS did not link to a single locus in all families.

PO-224
Does urinary CD80 predict steroid response?
N. Cicek, H. Alpay, I. Gokce, A. Yaman, S. Guven
Marmara University Medical School, Istanbul, Turkey

a. Objectives
The most common form of idiopathic nephrotic syndrome (INS) is minimal
change disease (MCD) in children and focal segmental glomerulosclerosis
(FSGS) following it. Most nephrotic children with MCD respond to cortico-
steroid (CS) therapy whereas those with FSGS are relatively resistant to CS
therapy. It is very important to identify biomarkers to predict whether patients
are likely to respond CS treatment or not, as it can guide the physician.
b. Methods
We divided patients in 4 groups. First group included 10 patients at the
first episode of INS in relapse, the second group included the same 10
patients in remission, the third group included 10 patients with NS re-
sistant to CS therapy and diagnosed as FSGS by renal biopsy, and the

last control group included 7 healthy children. Urinary and serum CD80,
IL-17, IL-23, IL-10, TGF-beta, CD86, CD28, CTLA-4 were measured
for all groups.
c. Results
Urinary CD80 levels in patients with INS in relapse were significantly higher
than patients with INS in remission and FSGS. Urinary CD28 and uIL-10were
significantly higher in remission group than relaps group. Serum IL-17 was
significantly higher in relapse group than remission group. Serum CTLA-4
was significantly higher in FSGS group than remission group. There was no
difference in serum and urinary IL-23, TGF-beta, CD86 parameters between
groups.
d. Conclusions
Urinary CD80 is elevated in INS in relapse, which could be relevant to diag-
nosis. It seems to be a good biomarker to predict steroid response and speculate
in favour of MCD for these patients.

PO-225
The relationship between FKBP5 gene polymorphisms in locus rs4713916
and the response to steroid therapy in children with primary nephrotic
syndrome
N. Du(1), W.M. Li(2), F. Yang(1), X.X. Liu(1), S. Zhang(1), Z.Q. Guo(1)
(1) First affiliated hospital of Jinan university, Guang Zhou,, China; (2)

Maternity and child care hospital of Qingyuan,, Qingyuan, Guangdong,
China

a. Objectives
To investigate the relationship between FKBP5 gene polymorphisms in locus
rs4713916 and the response to steroid therapy in children with primary ne-
phrotic syndrome.
b. Methods
66 children with primary nephrotic syndrome (NS) were selected as case
group , 37 cases were steroid sensitive NS, 22 cases were steroid resis-
tance NS and 7 cases were steroid dependent NS. 68 healthy children
were selected as controls group. All subjects were genotyped for FKBP5
polymorphisms in locus rs4713916 by polymerase chain reaction (PCR)
and gene sequencing test technique. 24 hours urine protein quantity,
plasma albumin, blood urea nitrogen,serum creatinine,plasma total cho-
lesterol, triglyceride, high-density lipoprotein cholesterol and low-
density lipoprotein cholesterol were collected.
c. Results
1.The frequencies of TT genotype were significantly different between case
group and control group (P=0.024). Compared to the TC+CCgenotype,the TT
genotype was the risk factor of PNS (OR=5.211).
2.The frequencies of TT genotype were significantly different between steroid
dependent NS group and control group (P=0.041). Compared to the TC+CC
genotype ,the TT genotype was the risk factor of steroid dependent NS group
(OR=13.200).
3.There were no significant differences in frequence distribution of TT, TC,
CC genotype, TT,TC+CC genotype,TT+TC,CC genotype between steroid
sensitive NS group and other groups(P>0.05).There were no significant dif-
ferences in frequence distribution of TT, TC, CC genotype, TT,TC+CC
genotype,TT+TC,CC genotype between steroid resistant NS group and other
groups(P>0.05).
4. .Comparisons of clinical indexes of different FKBP5 genotypes in patients
were not significantly different(P>0.05).
d. Conclusions
The FKBP5 gene polymorphisms in locus rs4713916 seems to be associated
with the morbidity of PNS and the response to steroid therapy in children with
NS.The TT genotype was the risk factor of the morbidity of PNS and steroid
dependent NS.

PO-226
Clinical Evaluation of Patients with ADCK4 Mutation
M. Atmaca, B. Gulhan, M. Inozu, E. Korkmaz, A. Duzova, N. Besbas, R.
Topaloglu, F. Ozaltin
Hacettepe University, Ankara, Turkey
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a. Objectives
Mutations in ADCK4 have been recently identified as a hereditary cause of
nephrotic syndrome progressing to end stage kidney disease (ESKD). CoQ10
supplementation has been shown to be beneficial in reducing proteinuria. The
aim of this study was to evaluate clinical characteristics as well as response to
CoQ10 supplementation in patients with ADCK4 mutations
b. Methods
166 patients with non-nephrotic proteinuria, nephrotic syndrome or chronic
renal failure of unknown etiology were screened for ADCK4 mutation via
Sanger sequencing of all coding exons of the gene.
c. Results
36 individuals (18 males, 18 females) from 16 families were identified as
having ADCK4 mutation (21%). Median age at diagnosis was 12.4 years
(IQR 9.3-16.7 years). Consanguinity and family history were present in
89.3% and 81.5% of the patients, respectively. Non-nephrotic proteinuria or
nephrotic syndrome were reported in 50% of the patients, while 50% of the
patients were diagnosed as chronic renal failure or end stage kidney disease at
the first admission. Median serum albumin and creatinine levels at diagnosis
were 3.2 g/dL (IQR 2.3-3.6g/dL) and 1.35 mg/dL (IQR 0.5-3.2mg/dL), re-
spectively. CoQ10 supplementation was started in 94% of the patients follow-
ing genetic confirmation. In 7 patients who were diagnosed with family
screening, CoQ10 treatment was started relatively earlier period when com-
pared to other family members. At the time of start of CoQ10 supplementation,
these patients had normal GFR but had non-nephrotic proteinuria. A signifi-
cant decrease in proteinuria was observed during follow-up period.
d. Conclusions
ADCK4 glomerulupathy is one of the most common causes of late onset
hereditary glomerulopathies leading to ESKD. Early diagnosis is essential to
identify children who will benefit from oral CoQ10 supplementation that may
protect from ESKD.

PO-227
CD80 expression and urinary CD80 excretion in pediatric idiopathic ne-
phrotic syndrome
F. Kara Eroglu(1), D. Orhan(2), M. Inozu(3), F. Ozaltin(3), A. Duzova(3), N.
Besbas(3), R. Topaloglu(3)
(1) Dr. Sami Ulus Maternity and Children's Health and Diseases Training and
Research Hospital, Ankara, Turkey; (2) Hacettepe University, Faculty of
Medicine, Department of Pediatric Pathology, Ankara, Turkey; (3) Hacettepe
University, Faculty ofMedicine, Department of Pediatric Nephrology, Ankara,
Turkey

a. Objectives
Minimal change disease (MCD) and focal segmental glomerulosclerosis (FSGS)
are the most common causes idiopathic nephrotic syndrome (INS) in children
and pathogenesis is still unknown. Persistent CD80 expression was attributed in
pathogenesis which may be caused by failure of regulatory T cells (Treg). But
recent studies, which included mostly adult patients, questioned the reliability of
immunohistochemical (IHC) assays. Here we aimed to investigate CD80
podocyte expression and urinary CD80 excretion in a large cohort of pediatric
patients and delineate the possible role of Tregs in pathogenesis.
b. Methods
IHC analyses of CD80, FOXP3 and CD4 were performed to 67 archival
biopsies from 59 INS patients. CD80 expression was repeated with a different
primary antibody by immunofluorescence (IF). Urine CD80 excretion was
also measured by ELISA.
c. Results
All but four biopsies showed negative expression for CD80 with IHC staining.
But 23 (%57) biopsies were stained positive for CD80 in IF staining. CD80
expression was significantly higher in steroid responsive patients (p=0,041)
but did not differ significantly between MCD and FSGS (p=0,169) nor pres-
ence of proteinuria at the time of biopsy (p=0,153). Urine CD80 level was
significantly higher in MCD patients with relapse compared to controls

(p=0,001) andMCDpatients in remission (p=0,014) but showed no significant
differencewith FSGS patients (p=0,402). FOXP3+ CD4 Tcells were observed
in 20 (%36) samples(18 FSGS, 2 MCD). FSGS had significantly high inter-
stitial FOXP3+ cells/mm2 thanMCD and controls (p <0,001 and 0,001). MCD
had similar FOXP3+ cells compared to controls (p=0,843).
d. Conclusions
Although we cannot exclude that CD80 expression may vary in different
stages of disease, it seems not a solid marker of disease activity in terms of
proteinuria and for differentiatingMCD and FSGS. FOXP3 positive Treg cells
seem to play role in MCD not in a paracrine manner but increased infiltration
seem to correlate with inflammation and chronicity in FSGS.

PO-228
Nephrotic syndrome the first year of life, secondarymitochondrial disease
E. Barbagelata, L. Rivera, E. Wainberg, M. Slago, J. Piantanida, M. Liern, A.
Copa, G. Vallejo
Children hospital Ricardo gutierrez, Buenos Aires city, Argentina

a. Objectives
Describe a patient with nephrotic syndrome the first years of life and his
genetic study (Primary CoQ10 Deficiency).
b. Methods
Clinical case.
c. Results
Full-term 38 weekmale new born, birth weight 3200 gr, height 48 cm. Second
son, well controlled pregnancy, normal neurological development. Family
history is unremarkable. At the age of 10 months, he develops edema, massive
proteinuria (5 gr/dl), hypoalbuminemia (1.3 mg/dl), hypercholesterolemia (to-
tal cholesterol 583 mg/dl), and hypertriglyceridemia (893mg/dl).
The patient presented with steroid- resistant nephrotic (SRNS), with no extra
renal symptoms. He rapidly developed end-stage renal disease and a month he
of evolution began with peritoneal dialysis automated. Histology diagnostic:
Collapsing glomerulopathy.
The Genetic study showed two variables, in the gene COQ2, 1) the variable
1159C>T, Variant already posted as a partner to this picture 2) variable
c.1147T>C, not yet reported variant.

& Genetic study
d. Conclusions
In conclusion, we suggest that inherited COQ2 mutations cause a primary
glomerular disease with renal lesions that vary in severity and are not neces-
sarily associated with neurological signs. COQ2 nephropathy should be
suspected when electron microscopy shows an increased number of abnormal
mitochondria in podocytes and other glomerular cells.
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PO-229
Nephroseq and tranSMART data-exploration tools to define Chronic
Kidney Disease Mechanisms
W. Ju, R. Patterson, R. Dull, C. Gates, F. Nair, F. Eichinger, R. Steck, M.
Kretzler
University of Michigan, Ann Arbor, United States

a. Objectives
Precision medicine must be applied in chronic kidney disease (CKD) to
advance the field beyond the current “one size fits all” approach.
Comprehensive genetic data from patient cohorts and animal model sys-
tems are presently generated for many disorders, including CKD. The
challenge is designing a virtual space for researchers to share and ex-
plore large-scale datasets.
b. Methods
Our Applied Systems Biology Core has developed approaches to interrogate
molecular data without requiring specific expertise in bioinformatics or statis-
tics, and established models for data sharing and joint analysis of large-scale
clinical and genomic information.
c. Results
Nephrominewas developed as a web-based, systems-biology search en-
gine, focused on renal gene-expression datasets. The next generation,
Nephroseq, was released in early 2016. Nephroseq has an intuitive in-
terface, accessing publicly-available renal gene-expression datasets from
human and model-systems. It allows exploration of differentially-
regulated transcripts using predefined datasets with an extensive suite
of systems-biology tools.
The data exploration platformTranSMART allows user-specified explora-
tion of cohort-study datasets along the genotype-to-phenotype continu-
um. Researchers define cohort strata and, using a simple drag-and-drop
function, explore interactions in data from cohort study participants;
these can range from prospective clinical phenotypes, histological de-
scriptors, genotypic information, gene and protein expression profiles to
environmental exposures. TranSMART instances, using shared data on-
tologies, are currently deployed for many cohorts. Within these net-
works, TranSMART serves as an outreach tool for ancillary study inves-
tigators, enabling dynamic access to complex datasets from cohort
studies.
d. Conclusions
Future goals for Nephroseq and TranSMART are to further facilitate
integrat ion of glomerular disease datasets and to empower
geographically-distributed research networks to jointly implement preci-
sion medicine in CKD.

PO-231
Association of low birth weight and premature birth with outcomes of
childhood nephrotic syndrome: the Insight into Nephrotic Syndrome
(INSIGHT) study
K. Borges, V. Patel, T. Banh, Vasilevska-Ristovska, V. Langlois, D. Noone, D.
Hebert, R. Parekh
The Hopsital for Sick Children, Toronto, Canada

a. Objectives
Determine the association of low birth weight and/or premature birth with
clinical outcomes in childhood nephrotic syndrome.
b. Methods
In a cohort study of children diagnosed with nephrotic syndrome be-
tween ages 1-18 enrolled in INSIGHT, we collected self-reported ques-
tionnaires at baseline visit about birth history. Children with low birth
weight (<2500 g) or premature birth (<36 weeks gestation) were com-
pared to children born with a normal weight. Outcomes included initial
steroid resistance, frequently relapsing disease, time to first relapse and
second-line medication use, and complete remission after initial therapy.

c. Results
A total of 308 children were included with 64% males and a mean age of
3.6 years at diagnosis [IQR: 2.6-5.7]. Of those, 30 (10%) had a low birth
weight and 30 (10%) were born prematurely. Mothers had a mean age of
30.2±5.2 years at delivery. By univariable analysis, children with low
birth weight/premature birth showed no difference in worse outcomes
compared to those born at normal weight (table). After adjusting for
maternal age and child’s ethnicity, there remained no association with
adverse clinical outcomes of nephrotic syndrome.
d. Conclusions
Our findings suggest that children with low birth weight/premature
birth are not at increased risk of worse outcomes of nephrotic syn-
drome, and in particular, there was no increased risk for steroid resis-
tant disease.

& Table:Association of birth weight and prematurity with outcomes of ne-
phrotic syndrome among 308 children

PO-232
Congenital Nephrotic Syndrome (CNS): Pierson Syndrome (PS). Case
Report
M. Martinez Pico(1), P. Cochat(2), A. Troche(1), N. Gomez(1), N. Nuñez(1),
A.M. Basabe(1), E. Avalos(1)
(1) Instituto de Previsión Social, Asunción, Paraguay; (2) Reference Center for
Rare Kidney Diseases "Néphrogones", Lyon, France

a. Objectives
CNS is frequently due to alterated genes (proteins of the glomerular
basement membrane(GBM). PS, recessive autosomal oculo-renal disor-
der: CNS (diffuse mesangial sclerosis) & rapid progression to end stage
renal failure, eye abnormalities (mainly microcoria). Found mutations of
gene LAMB2 (deficiency of laminin β2, from matrix of the GBM and
basal lamina of intraocular muscles). Incidence 1/million. Few patients
reported.
b. Methods
Case Report
c. Results
Prenatal oligohydramnios+biateral renal dysplasia. Cesarean birth at 38
WG, BW 3200 g. 1st nephrology visit on D36: Hb 13.8, Ht 43%;, creat
3.29 mg/dL (eGFR:6 ml/min/1.73 m2); total prot 2.5 g/dL, Alb 1.4 g/dL;
Na 124 mmol/L, K 5.3, Ca 8.8 mg/dL, pH: 7.15; EB: -19.4; HCO3:
11.7, prot ++++, urine prot/creat 17 mg/mg, renal US D15: > parenchy-
mal echogenicity. Ocular US: persistent fetal vasculature+BL clouding
of lens.Examination: generalized edemes+bilateral microcoria.
Admission diagnosis: metabolic acidosis+hypoalbuminemia+chronic re-
nal failure(nephrotic syndrome). Conservative treatment: NaHCO3+fu-
rosemide IV+continuous albumin for 7 d without improvement leading
to progressive oligoanuria..Peritoneal dialysis started on D52.
Hospitalized for 2 months, presented: infectious complications (perito-
nitis, bronchopneumonia and UTI), seizures, electrolyte disturbances,
was admitted to PICU (acute respiratory distress: pneumonia
Acynetobacter baumannii). Died at 3 months of age. In developing
countries as ours, there is limited acces to renal pathology examination
and no acces for genotyping for CNS and investigating phenotype is a
cornerstone.
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& microcoria
d. Conclusions
PS is a very rare condition, first reported by M Pierson in 1963 and LAMB2
gene mutation was reported by M Zenker in 2004. Its differential diagnosis is
part of the work-up of any CNS associated with ocular abnormalities. Such
phenotyping in case of CNS with neonatal onset allows providing early man-
agement, establishing a prognosis and providing information and genetic
counseling to parents.

PO-233
SULF2 is Associated with Podocyte Pathophysiology
S. Agrawal(1), S. Saraswathi(1), A. Webb(2), E. Garcia-Gonzalo(3), M.
Chanley(1), A. Guess(1), W. Smoyer(1)
(1)The Research Institute at Nationwide Children's Hospital, Columbus,
United States; (2) Department of Biomedical Informatics, The Ohio State
University College of Medicine,, Columbus, United States; (3) Department
of Mathematics, University of Oviedo, Asturias, Spain

a. Objectives
SULF2 has been reported to have a genetic association with nephrotic
syndrome (NS), although its biologic role is NS remains unknown.
SULF2 is an enzyme that removes 6-O-sulfates and modulates the

sulfation pattern on heparan sulafate proteoglycans (HSPGs), which
are present on cell surfaces and in extracellular matrix of the glomerular
basement membrane and regulate the availability and activity of mole-
cules such as VEGF, PDGF, and FGF. VEGF-A has a well-established
role in glomerular physiology and pathology, with its altered expression
leading to glomerular injury. We hypothesized that SULF2 is associated
with podocyte health, disease and steroid resistance in NS, likely via
regulation of VEGF-A.
b. Methods
Deep RNA-seq and in-silico analyses of leukocyte samples from children with
NS obtained before and after ~8 weeks of steroid therapy identified SULF2 as
part of a panel of 12 candidate genes able to distinguish between steriod
sensitive NS and steroid resistant NS (SSNS vs. SRNS). Validation and bio-
chemical analyses revealed that both SULF2 leukocyte gene expression and
plama sulfatase activity ratios (after/before therapy) were greater in SSNS vs
SRNS.
c. Results
Plasma VEGF-A levels were increased after steroid therapy but did not
differ between childrens with SSNS and SRNS. Puromycin
aminonucleoside (PAN)-induced proteinuria in rats resulted in decreased
glomerular SULF2 gene expression. In contrast, in differentiated human
podocytes PAN injury induced SULF2 gene expression, while glucocor-
ticoid treatment reduced expression. However, these changes did not
reult in measurable changes in VEGF-A secretion (normalized to cellular
protein).
d. Conclusions
We conclude that relative reductions in plasma SULF2 expression correlated
with clinical steroid resistance during childhood NS. Given the disparate re-
sponses to PAN injury on SULF2 expression in glomeruli vs. podocytes, we
speculate the potential role of local glomerular paracrine effects in the regula-
tion of podocyte injury.

PO-234
Function research of CD4 + CD25 + regulatory T cells in Henoch-
Schonlein Purpura nephritis in children
X. SHAO
Guizhou province maternity and child care hospital,Guiyang children's
hospital,Guizhou Medical University, Guiyang City, China

a. Objectives
To investigate the levels and functions of CD4+CD25+ regulatory T
cells and specific transcription factor Foxp3 and Thl7 cells related
cytokine in PBMC and renal tissues , and explore their roles in path-
ogenesis of Henoch-Schonlein purpura nephrology(HSPN) in
childrenÃ'Â¯Ã'Â¼'
b. Methods
The circulating frequencies of CD4+CD25+ regulate T cells in PBMC of
HSPN children and control groups respectively.Rt- PCR 'were used to analyze
the mRNA expressions of IL-17,IL-1 betaand Foxp3 in PBMC. The expres-
sion of IL-17 and IL-1eta in renal tissue of HSPN and control group were
measured by immunohistochemistry.
c. Results
The circulating frequency of CD4+CD25+/CD4+T cells and theCD4+CD25+
Foxp3+Treg/CD4+Tcells level in HSPN groups were substantially lower than
those in control group.The mRNA levels of IL-17 , IL-1beta in HSPN groups
were higher than those in control group.Foxp3 mRNA expression in HSPN
groupswere substantially lower than those in control group.Protein expression
of IL-17 and IL-1beta in renal tissues of HSPN children are substantially
stronger than those in the control group
d. Conclusions
The disorder of quantity and function of CD4+CD25+ regulative T
cells, and increase in levels of IL-17, IL-1 beta( cytokine related to
Thl7 cells ) may play important roles in pathogenesis of HSPN in
children; Increased protein expression of IL-17, IL-1beta in renal
tissure may contribute to the development of renal pathological damage
of HSPN in children.

Pediatr Nephrol (2016) 31:1765–19831838



PO-235
The clearing effects and safety research of various blood purification
modes on β2-microglulin in acute kidney injury children
S. Shao
Guizhou province maternity and child care hospital,Guiyang children's
hospital,Guizhou Medical University, Guiyang, China

a. Objectives
Investigate the clearing effects and safety research of various blood purifica-
tion modes on β2-microglulin in acute kidney injury (AKI) children.
b. Methods
There were 66 CRRT (CVVH, CVVHDF)patients and 32 IHD patients. The
primary disease on children: 7 cases of circulatory disturbance, 10 cases of
nephrotoxic drugs (aminoglycosides, aminophylline , ammonia plus Huang
Min poisoning and so on) and toxic poisoning (paraquat , fish bile, alcoholism,
bee stings), 9 cases of sepsis with multiple organ failure and 12 cases of renal
parenchymal disease, such as nephrotic syndrome, poststreptococcal glomerulo-
nephritis, SLEN, rapidly progressive glomerulonephritis. On the basis of different
blood purification methods were divided into continuous renal replacement ther-
apy (CRRT) group andintermittent hemodialysis(IHD) group. The CRRT group
were treated of 8h to 16h, the IHD group were treated of 2.5h to 3h.Toinvestigate
vital signs of the immediate treatment and blood purification, blood biochemical
detection, blood urea nitrogen (BUN)ã'serum creatinine (SCr), water-electrolyte
and disturbance of acid-base balance and β2-microglulin, etc.
c. Results
66 of them were CRRT group (CVVH, CVVHDF), others were IHD group.
Two cases progressed to ESRD (accounted for 5%). They needed a long term
dialysis in treatment. The mortality rates were 0. â' Before CRRTand IHD, the
difference of BUN and Scr had no statistic significance (P>0.05); â'¡The clear-
ing effects of β2-MGin CRRT group was better than IHD group. The differ-
ence had statistical significance (P<0.05); â'¢The adverse reactions of CRRT
group were mild. Its safey was higher than IHD group. In patients hemody-
namics and vital signs were maintained stable after CRRT.
d. Conclusions
CRRT is good for the clearing effects of β2-MG and hemodynamics in acute
kidney injury children. It isa quickly effective and safe method for treating
acute kidney injury children.

PO-236
Increased interleukin-17 and peripheral Th17 cells in children with
Henoch-Schönlein purpura nephrology(HSPN)
S. Shao
Guizhou province maternity and child care hospital,Guiyang children's
hospital,Guizhou Medical University, Guiyang, China

a. Objectives
Interleukin (IL)-17 and Th17 cells have been involved in many autoimmune
diseases. The aim of this study is to investigate the involvement of IL-17 and
Th17 cells in the pathogenesis of childhoodHenoch-Schönlein purpura (HSPN).
b. Methods
Serum and supernatant levels of cytokines and chemokines were analyzed by
enzyme-linked immunosorbent assay (ELISA). Using intracellular staining,
the frequency of peripheral Th17 and Th1 cells was studied by flow cytometry.
c. Results
Children with HSPN had significantly higher serum levels of IL-17, IL-6 and
transforming growth factor-β than healthy controls. The IL-17 levels in culture
supernatants of peripheral blood mononuclear cells with anti-CD3 and CD28
antibody stimulation were much higher in patients with HSPN (212.2 ± 71.4
vs. 34.7 ± 12.6 pg/ml, p = 0.021). The patients also had more Th17 cells (1.47
± 0.23% vs. 0.61 ± 0.10%, p = 0.012) but not Th1 cells in peripheral blood.
Moreover, IL-17 could promote human endothelial cells to produce
chemoattractants IL-8 and monocyte chemotactic protein-1.
d. Conclusions
Theincreased frequency of peripheral Th17 cells and serum IL-17 levels are
shown in childhood HSPN that may in part contribute to vascular inflammation,
suggesting cellular immunity is likely to be involved in the process of HSPN.

PO-237
Urinary CD80 (uCD80), serum urokinase type plasminogen activator
receptor (suPAR) and serum angiopoietin like 4 (Angptl4) do not distin-
guish steroid sensitive from steroid resistant nephrotic syndrome (NS)
A. Sinha, S. Saini, H. Saini, P. Hari, A. Bagga
All India Institute of Medical Sciences, New Delhi, India

a. Objectives
While suPAR is the proposed permeability factor for steroid resistant NS due
to focal segmental glomerulosclerosis (FSGS), elevated uCD80 and circulat-
ing Angptl4 are considered pathogenic in steroid sensitive NS due to minimal
change disease. However, this data is from retrospective cross section studies
on heterogenous cohorts.
b. Methods
Serum levels of suPAR & Angptl4 and uCD80 were prospectively measured
by ELISA in 49 consecutive children at diagnosis of steroid resistant NS & 46
children with onset or relapse of steroid sensitive NS (Table 1) and compared
to healthy controls. Assays were repeated following 6-months therapy with
calcineurin inhibitors and 3-months following prednisone therapy, respective-
ly. uCD80, corrected for concentration with 10 kDa filters, was indexed to
urinary creatinine. Ranksum and sign rank tests were used for statistical com-
parisons and Pearson correlation coefficient and receiver operating character-
istic analyses to assess relationships.

& Table 1. Baseline characteristics
c. Results
Levels of suPAR, Angptl4 & uCD80 were similar at diagnosis of ste-
roid resistant FSGS or minimal change disease, and in onset or relapse
of steroid sensitive NS (Table 2). While suPAR and Angptl4 levels
were comparable to controls, uCD80 was significantly higher in pa-
tients than controls and during relapse than remission and correlated
with degree of proteinuria (R=0.25; P=0.0056). Values >101 ng/g cre-
atinine predicted NS and >121 ng/g discriminated relapse from remis-
sion (Fig).

& Table 2 and Fig
d. Conclusions
Serum suPAR and Angptl4 levels do not distinguish between steroid sensitive
NS, steroid resistant NS and controls. Urinary CD80 may discriminate NS
from controls and relates to degree of proteinuria.
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PO-238
Multidimensional impact on Parents and Family functioning in
Childhood Nephrotic Syndrome
G. Dhooria, D. Bhat, S. Kakkar, H.P.S. Dhooria, M. Kumar
Dayanand Medical College and Hospital, Ludhiana, India

a. Objectives
The aim of the study is to compare family impact of children with nephrotic
syndrome (NS) with healthy controls using (PedsQL TM ) Family Impact
Module (FIM).
b. Methods
Design: Cross sectional study. Setting: A pediatric nephrology clinic
of a tertiary care hospital. The study duration: one year. Participants/
patients: Fifty cases each of steroid sensitive nephrotic syndrome be-
tween age group of 2-18 years were included, and age sex matched
healthy children were taken as controls. Method: Baseline demograph-
ic factors including age, gender and education status, modified
kuppuswamy’s socioeconomic status of the family were collected
and clinical variables of nephrotic syndrome cases were recorded.
FIM is a parent-reported instrument that measures the impact of pe-
diatric chronic health conditions on caregiver’s HRQOL and their
family function. Mean FIM scores were compared among the cases
and controls and also among infrequent relapser NS and Frequent
Relapser/Steroid Dependant NS cases and different predictive factors
affecting family impact were analysed by both univariate and multi-
variate analysis.
c. Results
The FI total score showed significantly lower scores in cases (mean
score 60.76 ± 15.66) as compared to controls (mean 100). Among the
individual groups, lowest scores were found in two domains, namely
"worry" and "emotional function" with mean scores of 46.20 ± 20.66
and 46.80 ± 24.61 respectively, although other domains were also sig-
nificantly affected.
d. Conclusions
Evaluating family impact score should be a part of evaluation of steroid sen-
sitive nephrotic syndrome, as parenting such a child may adversely affect the
parents, and the family as a whole.

PO-239
NPHS2 and CD2AP Variation in Children with Steroid-Resistant
Nephrotic Syndrome in Guangdong Province
Y. Zhang, L. Yu
Guangzhou First People's Hospital, Guangzhou, China

a. Objectives
At present, some research confirmed that gene mutation is involved in the
resistance mechanism of primary SRNS. In this research,we study NPHS2
and CD2AP gene variat ion in SRNS children in guangdong
province.Investigate the relationship between NPHS2,CD2AP gene mutation
and SRNS.
b. Methods
Choose 26 SRNS children and 20 normal children randomly in Guangdong
province. Sequenced PCR products of 8 exons of NPHS2 and 18 exons of
CD2AP directly. The results were compared with United States National
Center for Biotechnology Information (NCBI) gene database, then detected
gene mutation.
c. Results
The variation analysis revealed polymorphisms (288 C> T heterozygous in
exon 2, 954 T>C heterozygous and homozygous, 1038A>G heterozygous in
exon 8) of NPHS2 in 14 SRNS children and 4 normal children, which have
been reported before. But there was no significant difference in the genotypic
and allelic frequencies of these polymorphisms between patients and controls
P>0.05. One CD2AP heterozygous mutation was detected in intron in 2 SRNS
children.

d. Conclusions
NPHS2 gene variation may be not the main mechanism of SRNS in
Guangdong province. CD2AP gene mutation may increase the possibility of
SRNS and focal segmental glomerulosclerosis(FSGS) in children. CD2AP
mutation in intron may involve in the happeniss of SRNS.

PO-241
Focal segmental glomerulosclerosis in children.
S. Hashmi, S. Hashmi
Sindh Institute of Urology and Transplantation, SIUT Karachi, Pakistan,
Karachi, Pakistan

a. Objectives
The aims of this study were to see clinical and histological profile, response of
cyclosporin in FSGS patients, to identify the risk factors leading to chronic
kidney disease and to determine the renal survival in Steroid Resistant
Nephrotic Syndrome (SRNS) category.
b. Methods
This prospective study was conducted in Dept. of Pediatric Nephrology, Sindh
Institute of Urology and Transplantation, Pakistan from 2012-2014. 118 pa-
tients, biopsy proven FSGS were enrolled in this study aged 2-18 years, 17
were lost to follow up. 87 patients were present in steroid resistant category
and 14 were in steroid dependent.
c. Results
After 3 months of cyclosporin, 56% of the patients developed partial response
while 28% achieved complete remission. Only 3% developed Cyclosporin
toxicity. At 12 months similar response in terms of remission was noticed
except that Cyclosporin toxicity was increased t 20%. Cyclosporin toxicity
was largely unchanged at 2 year followup, from the 12 month level. At the end
of two years approximately 60% of the patients had preserved creatinine clear-
ance while 11.9% developed CKD stage 1 while 7.9% developed CKD stage
2. Risk factors that led to chronic kidney disease were analyzed by univariate
and multivariate analysis. Age, serum creatinine, histology, tubular atrophy
and family history were significant risk factors in univariate, while in multi-
variate analysis, age, family history and tubular atrophy were found to be
significant risk factors. Kaplan meier survival curve showed better renal sur-
vival in steroid dependent group compare to steroid resistant group.
d. Conclusions
NOS variety is highly prevalent among FSGS but numbers of patients with
collapsing FSGS are also increasing. Steroids and calcineurin inhibitors are
successful in approximately 60% of the patients, which is comparable to the
data presented in western literature. While on cyclosporin, most of the patients
have stable creatinine clearance over the period of 2 years.

PO-242
Significance of IgMDeposits in GlomerularMesangium for theOutcomes
of Nephrotic Syndrome in Children: A Single Center Experience
S. Juozapaite, R. Cerkauskiene, A. Jankauskiene
Vilnius University, Center for Pediatrics, Vilnius, Lithuania

a. Objectives
The aim of our study was to evaluate the significance of the IgM deposits in the
glomerular mesangium for the outcomes of the nephrotic syndrome (NS) in children.
b. Methods
We performed a retrospective chart analysis of children (age 0-18 years) with
NS who underwent renal biopsy at tertiary pediatric hospital from January 1st,
2000 to December 31st, 2015 and the histological diagnosis of minimal change
disease, focal segmental glomerulosclerosis and mesangial hypercellularity
wasmade. Glomerular IF findings were graded on a scale 0-4+. IgM positivity
was defined as grade of ≥1+ imunostaining with a predominantly mesangial
distribution. Patients were divided into two groups: IgM positive and IgM
negative. Median follow up time was 4.5 years (range 0.17-13.14).
c. Results
Forty five patients were included into final analysis: 18 patients (40%) were
IgM positive and 27 (60%) were IgM negative. Duration of follow up was
longer in the IgM positive group compared with IgM negative group, but not
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statistically significant (median 4.52 years and 3.55 years respectively). IgM
positive group included: 11 patients (61.1%) in remission, 3 patients (16.7%)
with active disease and normal kidney function, 2 (11.1%) patients with active
disease and impaired kidney function, 2 (11.1%) patients on renal replacement
therapy. IgM negative group included: 13 patients (48.1%) in remission, 12
(44.4%) with active disease and normal kidney function, 1 (3.7%) with active
disease and impaired kidney function, 1 (3.7%) on renal replacement therapy,
with no statistical significance between groups (p=0.186).
d. Conclusions
This study has demonstrated that disease outcomes did not differ significantly be-
tween IgMpositive and IgMnegative groups, but longer follow upmight be needed.

PO-243
Hypothyroidism in children with steroid resistant nephrotic syndrome
V.H. Tru(1), H.V. An(2)
(1) University of Medicine and Pharmacy, HochiMinh city, Vietnam; (2)

Children Hospital N 1, Hochiminh City, Vietnam

a. Objectives
The clinical and laboratory characteristics of hypothyroidism and subclinical
hypothyroidism in children with sterioid resistant nephrotic syndrome
b. Methods
Case series study.
c. Results
From June 1st, 2014 to April 30rd, 2015, there were twenty - seven children
with sterioid resistant nephrotic syndrome in Children’s hospital 1, Ho Chí
Minh city, VietNam .
The prevalence of subclinical hypothyroidism was 22.2%, the prevalence of
hypothyroidism was 11.1%. Children with sterioid resistant nephrotic syn-
drome didn’t have symptom of hypothyroidism. The median serum TSH value
was 3.44 μIU/ml,interquartile range was1.67 – 5.76 μIU/ml; the mean serum
T4 concentration was 5.26 ± 3.02 μg/dl and the mean serum FT4 concentra-
tion was 1.23 ± 0.42 ng/dl. Massive proteinuria related to low T4 and high
TSH. Children with hypothyroidism had low serum FT4 (<0.8 ng/ml) but
normal serum TSH concentration (0.6 – 6.3 μIU/ml).There was correlation
between serum concentration of T4, FT4, TSH and albumin.
d. Conclusions
Hypothyroidism and subclinical hypothyroidism in children with steroid re-
sistant nephrotic syndrome related to massive proteinuria. Children with sub-
clinical hypothyroidism didn’t have symptoms of hypothyroidism but had
high serum TSH and low serum T4. Children with hypothyroidism had low
serum FT4 but normal serum TSH. Three months after the initial of treatment
of steroid resistant nephrotic syndrome, thyroid dysfunction had improved.

PO-244
Validation of Predictors of Relapse in Children with Idiopathic Steroid -
Sensitive Nephrotic Syndrome
O. Mishra(1), N. Agrawal(1), R.N. Mishra(1), A. Abhinay(2), R. Prasad(1), A.
Singh(1)
(1) Institute of Medical Sciences , Banaras Hindu University, 221005, India; (2)

Heritage Institute of Medical Sciences, Varanasi, Varanasi, India

a. Objectives
To validate the predictors of relapse in children with idiopathic steroid -
sensitive nephrotic syndrome(INS).
b. Methods
Based on age at onset of disease and time to response, using discriminant
function analysis, the two formulae were derived previously on 150 patients
of first episode of INS to predict the relapse and the equation giving higher
score would indicate the relapse status, as mentioned under:
[Relapser: -6.559 + 2.817 (age group score) + 3.842 (time to response score)
Non-Relapser : -6.965 + 3.558 (age group score) + 3.256 (time to response
score)]
One hundred patients of first episode of INS were prospectively enrolled and
followed up for one year. The above mentioned formulae were validated on
newly recruited patients for their predictive ability for relapse as main outcome.

c. Results
The cumulative incidence of relapse was higher when disease onset was be-
tween 1-3 years as compared to 4-6 years and 7-13 years of age (Fig 1,
P<0.001). Patients responding between 1 to 2 weeks after start of prednisolone
treatment had 0.334 times lesser risk of relapse than those who responded after
4 weeks. Infection was present in 58.5%of the relapsers at the time of their first
relapse; respiratory tract infection being the commonest (54.8%).
It was found that above formulae had lower sensitivity (58.5%) but higher
specificity (89.4%) for prediction of relapses. The data of old 150 and new 100
patients were combined and new formulae derived (for Relapser -6.134 +
2.920 age group score + 3.566 time to response score and for Non-relapser
-7.145 + 3.881 age group score + 3.881 time to response score) and when
applied on 100 newly prospectively recruited children, it depicted overall
better sensitivity (66.4%), but relatively lower specificity (70.1%) with accu-
racy of 68%. However, no deviation between the two models was observed.

& Cumulative incidence rate of relapse in relation to different age groups
d. Conclusions
Younger age at onset of disease and delayed response to steroid treatment were
found as significant predictors of relapse.

PO-245
Correlation ofMycophenolic Acid (MPA) Exposure as AreaUnder Curve
(AUC0-12) to the Clinical Response in Children With Nephrotic
Syndrome
M. Arumadi, R.P. Gupta, V. Jeyasheelan, I. Agarwal
Christian Medical College, Vellore, Vellore, India

a. Objectives
To study the correlation of mycophenolic acid inter-dose area under the con-
centration time curve (AUC0-12h) and trough concentration (C0) with the clin-
ical response in children with nephrotic syndrome
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b. Methods
Children on mycophenolate mofetil (MMF) therapy for a minimum duration
of three months were enrolled. Pre dose blood samples followed by serial drug
sampling up to 12 hours post dose was done. C0, Cmax and AUC0-12hwere
calculated. Data was analysed using Chi square test and two independent
sample t tests
c. Results
Thirty five children with a mean age of 9.11 ± 3.64 yrs were enrolled.
Mean duration of MMF therapy was 11.8 +/- 6.61 months; mean dosage
was 35.65mg/kg /days ± 11.73. Mean MPA was 30.63 ± 18mg.h/L.
Adequate levels of AUC0-12h of 30-60mgh/L were noted in 40% of
which 71.43% showed complete remission. Values of < 30mgh/L57
were noted in 14% (20/35) of which 25% were in remission. AUC0-12h

showed a significant correlation with the disease response (p-0.008) with
a mean value of 37.99+/-12.68 mg.h/L in those with complete remission
as against 25.13+/- 20.88 mg.h/L in those with relapse. Those with
higher AUC0-12h were found to be 53% less likely to develop relapses
compared to those with values <30mg.h/L (p-0.049).AUC0-12h also
showed a significant correlation with serum albumin (p-0.00), protein-
uria (p-0.001), glomerular filtration rate (p -0.005) and use of steroids
(p-0.001).
Mean MPA Cmax of 14.06±8.33mg/L- acheived in a mean time of 45.6
±22.2 minutes showed a significant correlation with response (p -
0.012) while Mean MPA C0 (trough) of 1.49±1.22mg/L did not (p –
0.193).
d. Conclusions
MPA AUC0-12h and MPA Cmax at a mean time of 45.6 ±22.2 minutes
correlated well with the clinical response. AUC0-12h required to main-
tain complete remission in nephrotic syndrome was lower (37.99+/-
12.68 mg.h/L) compared to the range advised for transplant patients
(30-60mg.h/L).

PO-246
Adrenocortical suppression in children with nephrotic syndrome treated
with corticosteroids
M. Mantan, R. Grover, S. Kaushik, S. Yadav
Maulana Azad Medical College, New Delhi, India

a. Objectives
Corticosteroids form the mainstay of therapy for all forms of nephrotic
syndrome. Long term use of this medication is associated with many
side effects. The present study was conducted to detect adrenocortical
suppression in children with nephrotic syndrome treated with low dose
A/D corticosteroids.
b. Methods
This cross sectional study was conducted between March 2014-15; 70
children with SSNS & SRNS (in remission) that were receiving low
dose A/D steroids or had received daily steroids for more than 2 weeks
in the past year were enrolled. Relevant history was taken, clinical ex-
amination done & blood samples were drawn for serum cortisol, lipid
profile, KFT, F blood sugar, HbA1C & serum proteins. An early morn-
ing (prior to 8:00AM) fasting serum cortisol below 138 nmol/L
(5μgm/dl) was taken to denote insufficiency.
c. Results
Thirty three percent (23/70) of the patients enrolled had clinical fea-
tures of corticosteroid toxicity. Forty percent (28/70) of the study
group had adrenocortical suppression as assessed by low morning
serum cortisol levels.The mean serum cortisol levels were 188
nmol/L & were significantly (p=0.005) lower in FRNS (85.9
nmol/L) group. The prevalence of adrenocortical insufficiency was
higher in SRNS (57%) subjects as compared to 28% in FRNS &
11% in SDNS patients. Fifty seven percent of patients with adreno-
cortical suppression had short stature while 50% had obesity. All
subjects had normal HbA1c levels. The cumulative steroid doses &
total duration of corticosteroid therapy were significantly higher in
patients with adrenocortical insufficiency.

& Mean cortisol levels of the study

& Mean cumulative steroid doses
d. Conclusions
Treatment with with low dose A/D steroids was associated with high preva-
lence (40%) of adrenocortical suppression. Patients with short stature, obesity,
FRNS or SRNS disease are more likely to have suppression. Duration &
cumulative steroid doses are a predictor of adrenocortical insufficiency.

PO-247
Clinical profile of thromboembolic complications in children and adoles-
cents with nephrotic syndrome
E. Soeiro(1), C.A.R. Sahade(1), B.J. Pereira(2), M.A. Dalboni(2), P.R.
Nussenzveig(1), F. Pilan(1), M.A.M. Liliane(1), N.A. Cruz(1)
(1) Hospital Infantil Darcy Vargas, Sao Paulo, Brazil; (2) Uninove, Sao Paulo,
Brazil

a. Objectives
To describe clinical characteristics of thromboembolism (TE) in children with
nephrotic syndrome (NS) in a pediatric hospital
b. Methods
retrospective analysis of medical records of children with NS and TE in the
period from july 1997 to june 2015
c. Results
there were 10 episodes of TE in eight children with NS aged 10.6 ± 3.9 years.
Six cases were primary NS, one of congenital NS, and one of systemic lupus
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erythematosus (SLE) NS. Renal biopsy showed focal segmental
glomerulosclerosis in six, diffuse mesangial sclerosis in one and diffuse pro-
liferative glomerulonephritis in one. All patients were found corticorresistants
and with nephrotic proteinuria. Two patients were using central venous cath-
eter. Patients were infected in six episodes of TE. Symptoms for the diagnosis
of TE were dyspnea, tachypnea, tachycardia and chest pain. Regarding the
location of TE: pulmonary thromboembolism (PTE) (7), inferior vena cava
thrombosis (1), thrombosis in the right atrium (1), sagittal sinus (1), pulmonary
artery (1) and jugular (1). PTE diagnosis was performed by pulmonary
ventilation-perfusion cintilography in three cases, and the by tomography in
four. Low molecular weight heparin was the preferred treatment. For recurrent
episodes of TE, prophylaxis was continued. All patients recovered well. The
patient with congenital NS was submitted for renal transplantation and the
others patients follow for nephrotic syndrome treatment
d. Conclusions
This study highlights the need to pay attention to the diagnosis of TE in
children with NS. In addition it is necessary to evaluate risk factors and seek
markers for the diagnosis of TE especially in asymptomatic patients.

PO-248
Infection associated relapses in children with nephrotic syndrome.
S. Singh, M. Mantan, S. Yadav
Maulana Azad Medical College, New Delhi, India

a. Objectives
To find the proportion of infection associated relapses that resolve on treatment
of acute infection in children ( 1-18 yrs) with steroid sensitive nephrotic syn-
drome (IFR, SDNS or FRNS or SRNS that is steroid sensitive for last 6
months).
b. Methods
This prospective observational study enrolled 45 children with nephrotic syn-
drome presenting with an infection associated relapse during the period
February 2015-16. A pretested study questionnaire was filled that included
baseline information & examination findings. All children underwent bio-
chemical investigations (KFT, S. albumin, cholesterol) & relevant tests accord-
ing to the site of infection. Standard treatment was given to all subjects based
on the type of infection. None of the subjects received daily high of steroids
during the observation period. All children were followed for 2 weeks for
resolution of relapse & subsequently every month for another 3 months.
c. Results
The 45 patients enrolled in the study had 63 episodes of infections, of which
URI (45%) was the commonest, followed by peritonitis (18.5%) & diarrhoea
(12%). Twenty seven (60%) patients achieved remission on symptomatic treat-
ment of infection alone. Of the 45 patients enrolled for the study, nineteen
(42%) patients required stress doses of steroids; 31 (69%) required antibiotics,
12 (27%) patients required diuretics. The mean duration of antibiotic use was 8
(3.2) days. At 3 months followup overall 69% patients were still in remission
& of those that had spontaneous remission 81.5% were also in remission.
d. Conclusions
In children with infection associated relapses almost 60% achieve remis-
sion with symptomatic treatment alone & continue to do so even after 3
months of observation. This implies that it would be prudent to start
daily (2 mg/kg) steroids during an infection associated relapse after
waiting for atleast 2 weeks for spontaneous remission thus reducing
the cumulative steroid doses used.

PO-249
Steroid-resistant nephrotic syndrome in children: risk factors for left ven-
tricular hypertrophy.
M. Aksenova, M. Dobrynina, T. Vinogradova, K. Tutelman
Y.Veltischev Research and Clinical Institute for Pediatrics at N.Pirogov
Russian National Research Medical University, Moscow, Russian Federation

a. Objectives
The patients with steroid-resistant nephrotic syndrome (SRNS) have the ele-
vate risk of cardiovascular diseases. The aim of study: to determine the

prevalence and risk factors of left ventricular hypertrophy (LVH) in children
with SRNS.
b. Methods
Echocardiograms, blood pressure (BP) monitoring, biochemical profiles were
obtained in 56 children with SRNS: Me=11 years (3;15); m:f=0,72:1,
eGFR=96,1±28 ml/min/1,73m2. Left ventricular mass established by
Deverex methods and indexed to height 2,7 (LVMI) was compared with age-
specific percentile curves. Brachial artery flow-mediated dilation (FMD) was
measured using high resolution ultrasound. Endothelial dysfunction (ED) was
defined as FMD<10%. The serum levels of endothelin-1 (ET-1) and asymmet-
ric dimethylarginine (ADMA) were determined by immunoassaymethod.
c. Results
The 18 pts (q=0,32) had eccentric LVH, 3 (q=0,05) - concentric left ventricular
remodeling. Children with LVH had higher systolic BP (80,9±10,2 vs 60±15,5
‰; p<0,05), atherogenic index (4,1±1,8 vs 3,1±0,9; p=0,02), proteinuria (2,9
±0,5 vs 1,4±0,3 g/m2; p=0,02) and lower eGFR (87,3±11,6 vs 112±15,1 ml/
min/1,73 m2; p<0,05). The LVMI correlated with pulse (r=-0,32; p<0,05) and
diastolic BP (r=0,362; p<0,05), common systolic and diastolic BP load
(r=0,54; p<0,05 and r=0,45; p<0,05, respectively). The double risk for LVH
was in pts with BH>12 mo (HR=2,5; 95% CI 1,8-4,29; p<0,05), in children
with eGFR< 60 ml/min/1,73 m2 (HR=2,16; 95% CI 1,09-4,26; p<0,05) and
with atherogenic index (AI)>4 (HR=2,12; 95% CI 1,04-4,25; p<0,05), in
subjects with ED, uncontrolled BP>12mo, eGFR <90 ml/min/m2 (RR=2;
95% CI 1,44-2,77; p<0,05). The AI correlated with serum protein (r=-0,49;
p<0,05), albumin (r=-0,6; p<0,05), proteinuria (r=0,4; p<0,05) and reflects
activity of SRNS.
d. Conclusions
More than 1/3 of children with SRNS had LVH. The high BP, AI, decreased
GFR are the risk factor for LVH in children with SRNS.

PO-250
Successful treatment of Steroid Dependent /Frequently Relapsing
Nephrotic syndrome in children
S. Vyas, I. Roberti
Saint Barnabas Medical Center, West Orange, United States

a. Objectives
Management of Steroid Dependent (SDNS) and Frequently Relapsing
Nephrotic Syndrome (FRNS) can be challenging. Recently, we noted increas-
ing resistance to tacrolimus (TAC). We reviewed patients with SDNS and
FRNS who failed cellcept at our center and report outcomes
b. Methods
Children with Bx due to SDNS or FRNS (failed MMF) were reviewed.
Congenital and secondary NS were excluded. Demographics, medications, side
effects and response to therapy were studied. IV cytoxan (CYP) was given in
non-adherent pts (800 mg/m2/dose x 3). Others received TAC (0.1mg/kg BID;
trough levels 6 ng /ml). Rituximab (Rtx) (750 mg/m2/dose x 2 doses IV) was
given if TAC dependent or resistant. Response to therapy noted: complete re-
mission (CR), partial remission (PR), infrequent relapse (IR) (<2/yr), failure (F).
c. Results
36 children had kidney biopsy (Bx) for primary SDND/FRNS. 21 Males;
15 H, 10 AA, 8 C, 3 other. Age: 2-14 yrs (median= 3 yrs).Bx: 17 MCNS (5
diagnosed later with FSGS), 10 IgM, 5 FSGS, 3 C1QN, 1 idiopathic IM GN.
All children had normal GFR at bx. 27 children received TAC: 24 CR (15
became TAC dependent with IR), 2 PR, 1 F, 6 TAC resistant and required RTx
(5 needed multiple courses of Rtx); 15 received CYP: 6 CR, 9 F (4 MCNS
later bx FSGS); 11 received RTx: 10 had CR (5 IR), 1 PR. The rates of CR
were higher for TAC (87.5%) and RTx (100%) as CYP had a failure 60%
(p<0.01), including 4 MCNS cases. But, CR from CYP didn't have further
relapses. Rate of IR among those who initially had CR was similar between
RTx and TAC. Follow-up: 2.6-12.6 yrs (median= 4.5 ), 6 discharged due to
stable CR and 3 ESRD (all with FSGS). Side effects: 5 AKI with TAC (re-
versible), 3 respiratory distress /allergy in RTx group.
d. Conclusions
Children with SDND/FRNS with MMF failure required sequential use of
tacrolimus and rituximab. The remission rate was higher for TAC and Rtx
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compared to CYP, with CR/IR >88%withminimal side effects. Further studies
are needed for the recent increase in resistance to tacrolimus.

PO-251
Long-term outcome of steroid-sensitive/steroid-dependent frequently re-
lapse nephrotic syndrome in Chinese children: a single-center study
M. Jiang(1), X. Jiang(1), B. Wang(2), H. Fu(2), L. Rong(1), Y. Xu(1), Y. Mo(1)
(1) The First Affiliated Hospital of SUN Yat-sen University, Guangzhou, China;
(2)Department of Clinic Medicine, Sun Yat-Sen University, Guangzhou, China

a. Objectives
To evaluate the outcome of children suffered steroid-sensitive/steroid-depen-
dent frequently relapse nephrotic syndrome [FR(SS/SDNS)] in a single-center
in China.
b. Methods
The hospitalized children diagnosed with FR(SS/SDNS) in our center in China
were enrolled in this study. Medical records of those patients were collected
and outcome was evaluated after 6 months to 6 years follow-up.
c. Results
A total of 243 patients diagnosed with FR(SS/SDNS) were involved in
this study and the median follow-up period was 28.8 months. 88
(36.2%) cases used corticosteroid only, without immunosuppressant. 67
(76.1%) of them applied full dose of corticosteroid again and the ratio of
proteinuria remission was 92.5%. 155 (63.8%) cases were treated with
immunosuppressant. The most common choice of immunosuppressant
was cyclosporine A (CsA) (65.8%), followed by tacrolimus (FK506)
(34.8%), cyclophosphamide (CTX) (26.5%) and others. The patients
treated by FK506 got the highest remission rate (88.9%), followed by
CsA (88.2%) and CTX (80.5%), butthere was no statistical significance
(P>0.05). There was no statistical significance among the relapse rates
of the children treated by CsA (62.2%), FK506 (47.9%) and CTX
(39.4%) (P>0.05). However, the relapse rate of the children treated by
CsA was remarkably higher than by CTX during therapy (P<0.001). At
the end of follow-up, 218 cases (89.7%) were involved. 78.0% of them
could achieve complete remission and 14.7% children could reach par-
tial remission.
d. Conclusions
The remission rate of FR(SS/SDNS) treated by FK506 and CsA is 88.9% and
88.2% respectively. The relapse rate among the children treated by CsA
(62.2%) is the highest. During therapy, the relapse rate of the children treated
by CsA is remarkably higher than by CTX. 78.0% of cases with FR(SS/
SDNS) could achieve complete remission after treated by corticosteroid and
immunosuppressant.

PO-252
Long-term outcome of steriod-sensitive nephrotic syndrome in Chinese
children: a single-center study
M. Jiang(1), X. Jiang(Corresponding)(1), Z. Qiu(2), W. Sun(2), L. Rong(1), Y.
Xu(1), Y. Mo(1)
(1) The First Affiliated Hospital of SUN Yat-sen University, Guangzhou, China;
(2)Department of Clinic Medicine, Sun Yat-Sen University, Guangzhou, China

a. Objectives
To evaluate the outcome of children suffered steroid-sensitive nephrotic syn-
drome (SSNS) in a single-center in China and to identify risk factors for
frequently relapse in those patients.
b. Methods
The hospitalized children diagnosed with SSNS in our center in China were
enrolled in this study. Medical records of those patients were collected and
outcome was evaluated after 6 months to 6 years follow-up. Cox-regression
was performed to analysis the risk factors of frequently relapse.
c. Results
365 childhood patients with the initial episode of primary NS were
treated by corticosteroid.A total of288 patients (78.9%) showed sensitive
to steroid were included in this study. For the 288 cases with the initial
episode ofSSNS, the median time of proteinuria remission was 9 days.

The duration of using full dose of corticosteroid was 6 weeks and the
median course of treatment was 12 months. At the end of study with a
median 37.6 months follow-up, 228 cases (79.1%) were involved, 103
cases (45.2%) of which with no relapse and 77 cases (33.8%) with
cessation of corticosteroid. There were 125 cases (54.8%) had relapses
and 48 cases (21.1%) had frequent relapses. The COX regression iden-
tified IgG level lower than 1.5g/L and first remission time cost more
than 9 days as the independent risk factors for frequently relapse.
d. Conclusions
There are 78.9% children with primary NS responded to corticosteroid
in the initial episode. With the treatment of full dose corticosteroid
applied for 6 weeks and 12 months duration of treatment, 45.2% cases
show no relapse, among which 33.8% cases with cessation of cortico-
steroid. 21.1% cases suffer frequently relapse. IgG level lower than 1.5g/
L and first remission time costs more than 9 days are independent risk
factors for frequently relapse.

PO-253
Long-term outcome of refractory nephrotic syndrome in Chinese chil-
dren: a single-center study
M. Jiang(1), X. Jiang(1), C. Xu(2), H. Yao(2), L. Rong(1), Y. Xu(1), Y. Mo(1)
(1) The First Affiliated Hospital of SUN Yat-sen University, Guangzhou, China;
(2) Department of Clinc Medicine, Sun Yat-Sen University, Guangzhou, China

a. Objectives
To evaluate the long-term outcome of children suffered refractory nephrotic
syndrome (NS)in a single-center in China.
b. Methods
The hospitalized children diagnosed with refractory NS in our center in China
were enrolled in this study. Medical records of those patients were collected
and outcomewas evaluated after 6 months to 6 years follow-up. Refractory NS
included steroid-resistant NS (SRNS), frequently relapse NS (FRNS) and
steroid-dependent NS (SDNS).
c. Results
Total number of primary NS children admitted in our pediatric kidney disease
center during 2008 to 2012 was 797. 399 (50.1%) patients diagnosed as re-
fractory NS. There were 156 (39.1%, 156/399) patients with SRNS, 201
(50.4%) patients with steroid-sensitive FRNS and 42 (10.5%) patients with
SDNS. The SRNS cases included 104 (26.1%) primary SRNS (PSRNS) cases
and 52 (13.0%) secondary SRNS (SSRNS) cases. All patients were treated
with corticosteroid and immunosuppressant. After a median 30.7 months fol-
low-up, 337 (84.5%) patients were involved. 75.1% of patients could achieve
complete remission, 15.7% of patients reached partial remission, and there
were also 9.2% of patients had no remission. 65.7% of patients with PSRNS
achieved complete remission and 16.9% of patients reached partial remission.
However, there were also 15.6% of patients had no remission. The complete
remission and partial remission rates of patients with SSRNS are 73.8% and
19.0% respectively. 78.0% of patients with steroid-sensitive FRNS or SDNS
achieved complete remission and 14.7% of patients reached partial remission.
However, there were also 7.3% of those patients had no remission. There was
no significant difference of the efficacy among children with PSRNS, SSRNS,
steroid-sensitive FRNS and SDNS (P>0.05).
d. Conclusions
The ratio of refractory NS patient is high in our center and the efficacy is
satisfied. After a median 30.7 months of follow-up, 75.1% children could
achieve complete remission, 15.7% could reach partial remission.

PO-254
Long-term outcome of steroid-resistant nephrotic syndrome in Chinese
children: a single-center study
M. Jiang, X. Jiang, L. Rong, Y. Xu, J. Ruan, D. Li, Y. Mo
The First Affiliated Hospital of SUN Yat-sen University, Guangzhou, China

a. Objectives
To evaluate the outcome of children suffered steroid-resistant nephrotic syn-
drome (SRNS) in a single-center in China.
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b. Methods
The hospitalized children diagnosed with SRNS in our center in China were
enrolled in this study. Medical records of those patients were collected and
outcome was evaluated after 6 months to 6 years follow-up.
c. Results
A total of 156 children diagnosed with SRNS in our center during 2008 to
2012 were enrolled, including 104 (66.7%) patients with primary steroid-
resistant NS (PSRNS) and 52 (33.3%) patients with secondary steroid-
resistant NS (SSRNS). The median follow-up period was 36.5 months. The
most common pathological type was FSGS in PSRNS (28/60ï¼'46.7%) and
MCD/GML (18/29ï¼'62.1%) in SSRNS. 84 children with PSRNS applied
immunosuppressant therapy, of whom treated with tacrolimus (FK506) got
the highest remission rate (74.4%), followed by cyclosporine A (CsA)
(68.5%) and cyclophosphamide (CTX) (58.3%). Butthere was no statistical
significance(P>0.05). 44 patients out of the 52 children with SSRNS applied
immunosuppressant therapy, of whom treated with FK506 got the highest
remission rate (80.0%), followed by CsA (70.8%) and CTX (36.4%). There
was a significant difference in the remission rate of applying FK506 and CTX
(P<0.05). 67.5% of patients with PSRNS could achieve complete remission,
16.9% of patients reached partial remission, and 15.6% of patients had no
remission. 73.8% of patients with SSRNS achieved complete remission,
19.0% of patients reached partial remission, and 7.1% of patients could not
get remission.
d. Conclusions
The most common pathological type of PSRNS is FSGS. There is no signif-
icant difference in the remission rate of FK506ã'CsA and CTX therapy. The
most common pathological type of SSRNS is MCD/GML. Patients with
SSRNS treated by FK506 get the highest remission rate (80.0%), similarly
with CsA (70.8%) but remarkably higher than CTX (36.4%). 67.5% of pa-
tients with PSRNS and 73.8% of patients with SSRNS achieve complete
remission.

PO-255
Bone mineral density in children with relapsing nephrotic syndrome
T. Jesmin, A.A. Mamun, G.M. Uddin
Bangabandhu Sheikh Mujib Medical University, Dhaka, Bangladesh, Dhaka,
Bangladesh

a. Objectives
To evaluate the Bone Mineral Density value in children with relapsing ne-
phrotic syndrome.
b. Methods
This cross sectional analytical study was conducted in the department of
Pediatric Nephrology, Bangabandhu Sheikh Mujib Medical University,
Dhaka, Bangladesh from January, 2012 to November, 2014. Thirty relapsing
nephrotic patients were enrolled in this study, who were subsequently divided
into two groups: 21 frequent relapsers (FR; Group I), and 9 infrequent re-
lapsers (IFR; Group II).Children with relapsing nephrotic syndrome with nor-
mal renal function between 4 to 15 years of age with both sexes were included
in the study and steroid resistant nephrotic syndrome or abnormal renal func-
tion or who were on cyclosporine and calcium supplement with vitamin D or
children with secondary nephrotic syndrome were excluded from the study.
All the study population underwent DEXA scan to see the bone mineral
density.
c. Results
Mean age of patients of Group I (8.43±2.61years) was lower than that of
Group II (9.41±2.94years)(P=0.4043). Mean BMD Z- scores of Group I was
significantly lower than that of Group II (-2.70±1.28 versus -1.30±1.54;
P=0.0317). Eight out of thirty children had evidence of Osteopenia
(26.67%), while sixteen had osteoporosis (53.33%), rest six being the normal
range (20%). Significantly higher Cumulative dose of prednisolone was ad-
ministered to Group I compared with Group II (P=0.0000). On multivariate
analysis, it is observed that Total dose of prednisolone (P=0.03693), BMI
(P=0.00703), Age of onset of disease (P=0.03465), Serum Calcium
(P=0.03608), and Phosphorus (P=0.04314) had linear relationship with depen-
dent variable BMD Z-score. On univariate regression analysis, statistically

significant inverse relationship were observed between Parathormone (P
=0.049) and Serum Alkaline Phosphatase Level (P=0.00) with BMD Z Score.
d. Conclusions
Children with relapsing nephrotic syndrome are at risk for low bone mineral
density especially those receiving higher doses of steroids.

PO-256
Growth suppression in children with frequently-relapsing/steroid-depen-
dent nephrotic syndrome
O. Marginean(1), A.R. Constantinescu(2)
(1) Louis Turcanu Children's Hospital, Timisoara, Romania; (2) Joe DiMaggio
Children's Hospital, Hollywood, United States

a. Objectives
Growth velocity rate (GR) in children with steroid-sensitive nephrotic syn-
drome (SSNS) is adversely affected by the dose of steroids and duration of
therapy. For both pubertal development and psycho-social adaptation to have a
normal course, prediction of long term growth suppression is desired. The
purpose of this feasibility study was to characterize the growth of children
with SSNS during the first year after diagnosis, with the goal of identifying
a predictor of growth suppression, for early use of steroid-sparing agents, in
two geographically distinct settings.
b. Methods
Two cohorts of pre-pubertal children (≤10 years of age) with SSNS majority
treated based on modified ISKDC protocol, 4-6 wks daily and 4-6 wks alter-
nate day dosing, followed for at least a year, in two different settings (Romania
– group 1, and USA – group 2). Variables recorded: relapse pattern, GR and
height (Ht) SDS at 6 and 12 months. Student’s t-test performed where appli-
cable, significance given if p<0.05.
c. Results
29 pre-pubertal children with SSNS (mean age: 3.9±2.4 yr - group 1, and 4.3
±1.5 yr - group 2), had complete data at 12 mos, 25 at 6 mos. There 14 in group
1 and 15 in group 2, 20 infrequent relapsers (IR), 9 with frequent relapsing
(FR)/steroid-dependent (SD) disease course. 16 Caucasians, 9 African-
Americans and 4 Hispanics, Given the small sample size, in both groups
combined, during the second 6-month period, GR was lower in FR/SD com-
pared to IR: 4.4±2.5 vs 8.2±4.9 cm/yr (p=0.0009), withΔHtSDS at 1 yr of -0.5
±0.7 and 0.2±0.5, respectively (p=0.0009, n=25), without geographical or
racial differences.
d. Conclusions
Use of steroid-sparing agents needs to be considered if by one year after
diagnosis catch-up growth is not seen in patients with FR/SD SSNS. Larger
prospective long-term studies with standardized treatments could help under-
stand the impact of this growth suppression on the final target height, and
develop a set of growth markers that may be unique to children with NS, based
on the relapse pattern.

PO-257
Renal biopsy in idiopathic nephrotic syndrome
N. Campañá Cobas(1), A. Chong Lopez(2), M. Perea Ayala(1), S. Duran
Alvarez(1), I. Alonso Aloma(3), S. Hernandez Hernandez(1)
(1) Hospital William Soler, La Habana, Cuba; (2) Hospital Hermanos
Amejeiras, La Habana, Cuba; (3) Ministerio de Salud Pública, La Habana,
Cuba

a. Objectives
To relate criteria and histological diagnoses of renal biopsy in patients with
idiopathic nephrotic syndrome in the Nephrology service.
b. Methods
Descriptive and retrospective study where it was reviewed the cases of 26
patients with idiopathic nephrotic syndrome with 19 years or less. All of these
patients underwent percutaneous renal biopsy (PRB) from November 2009 to
December 2015. It is important to say that the renal tissue was analyzed in light
microscopy and inmunofluorescence. The recorded data were age, gender,
criteria for performing a PBR and histological diagnosis. The indication for
PBR was break down into steroid-dependant nephrotic syndrome (SDNS),
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steroid-resistant nephrotic syndrome (SRNS) and atypical (SNA) when the
patient presents hematuria, arterial hypertension, or is less than one year old
c. Results
PRB indicationswere 14 patients SDNS, 9 SNCR and 3 SNA. Themean agewas
7.12 years, the male sex was predominant with 18 patients (69%). In the histo-
logical diagnoses 8 patients had IgM nephropathy (4 SDNS, 4 SRNS), 5 with
minimal change disease (4 SDNS, 1 SNCR and 1 SNA), 5 with focal segmental
glomerulosclerosis (3 SDNS and 2 SRNS), 2 with IgA nephropathy (1 SDNS and
1 SRNS), 2 with mesangial proliferative glomerulonephritis (both SNCD), 1
SNCRwithmembranous glomerulonephritis, 1 SNAwith early diffusemesangial
sclerosis and only in one patient the PRB diagnosis was descriptive.
d. Conclusions
Minimal change disease and IgM nephropathy were the glomerulopathies
more frequent in patients with SDNS. At the same time, in SRNS the most
recurrent was IgM nephropathy.

PO-258
Profile of steroid resistance nephrotic syndrome patients at a tertiary care
centre .
N. Agarwal, S. Nagpure, M. Bhargava, A. Mehta, K. Devpura, R. Yadav
SMS Medical College, Jaipur, India

a. Objectives
To study of profile of children with steroid resistant nephrotic syndrome and
response to different treatment modalities.
b. Methods
Retrospective study of 37 SRNS children on regular follow up at the
pediatric nephrology department at SMS Medical College, Jaipur. SRNS
was defined as no remission despite 4 weeks of daily steroid therapy at 2
mg/kg/day.Biopsy was done in children diagnosed as SRNS. Drugs in-
cluded cyclophosphamide ,cyclosporine, or tacrolimus ,whereas MMF
and Rituximab as additional drugs.Oral prednisolone was given with
the above as per KDIGO guidelines.
c. Results
A total of 37 cases of SRNS were evaluated,which included 21 males
and 16 females.17(45.9%) children showed initial resistance with aver-
age age of onset at 5.4 yrs.Renal biopsy was performed in 25
cases.17were MCNS,FSGS-2,MPGN-2, MesPGN-2, C1qN-1,and
DPGN -1.3 patients were started on cyclophosphamide , whereas 25
on cyclosporine and 8 on tacrolimus ,1 on MMF. The drug levels were
maintained in required range.In patients with initial resistance 16 cases
went into complete remission( 5 required 2nddrug,1 required third drug),
1 progressed to CKD. Average time to achieve remission was 78.4
days.Among 20 cases with late resistance average duration to resistance
was 23 months since onset.12 of them achieved complete remission
(single drug) whereas ,5 partial remission. 3 no remission children re-
quired addition of MMF with CNI and 1 required retuximab to achieve
remission.7 out of 37 have stopped steroids and are doing well. 6 cases
<2 yrs. were sent for WT1 and NPHS1 were found to be negative.
d. Conclusions
Minimal change disease was common in SRNS. Initial SRNS responded well
to alternative drugs than late resistance

PO-259
High incidence of Idiopathic nephrotic syndrome in East Asian children:
a nationwide survey in Japan (JP-SHINE Study)
K. Kikunaga(1), K. Ishikura(2), T. Ando(3), S. Ito(4), M. Honda(1)
(1)Department of Nephrology, Tokyo Metropolitan Children's Medical Center,
Tokyo, Japan; (2) Division of Nephrology and Rheumatology, National Center
for Child Health and Development, Tokyo, Japan; (3) Japan Clinical Research
Support Unit, Tokyo, Japan; (4)Department of Pediatrics, Graduate School of
Medicine, Yokohama City University, Kanagawa, Japan

a. Objectives
Little is known about the epidemiology of idiopathic nephrotic syn-
drome (INS). The aim of the present study was to estimate the

incidence of INS in Japan and compare these results with those in other
countries. We also investigated other basic information, including age,
sex distribution, the influence of geographic factors, and short term
outcome.
b. Methods
We conducted a nationwide study of Japanese children aged 6 months to 15
years with INS. Children who were newly diagnosed with INS and treated for
up to 3 years between 1 January 2010 and 31 December 2012 were eligible.
Children with congenital nephrotic syndrome or nephrotic syndrome second-
ary to nephritis were excluded.
c. Results
A total of 2099 children were initially diagnosed with INS and were
treated for up to 3 years. The estimated incidence of INS was 6.49
cases/100,000 children per year, and was no apparent geographical trend
in the incidence of INS between regions of Japan. The male:female ratio
was 1.9 and approximately 50% of children were <5 years old at diag-
nosis during the 1–4-year follow-up, 11.6% of children developed
steroid-resistant nephrotic syndrome and 32.7% developed frequently
relapsing nephrotic syndrome and steroid dependent nephrotic
syndrome.
d. Conclusions
Based on our nationwide survey, the incidence of INS in Japanese children is
approximately 3–4 times higher than that in Caucasians (Fig. 1). However, the
male:female ratio and the age at onset were similar to those in previous studies.
We are now planning a prospective cohort study to examine the course of INS
in Japan.

& Fig. 1 The incidence of idiopathic nephrotic syndrome in each country

PO-260
Maintenance therapy with mizoribine after cyclophosphamide for
steroid-dependent nephrotic syndrome prior to cyclosporine
administration
A. Mizutani(1), S. Fujinaga(1), K. Sakuraya(1), A. Yamada(1), S. Sakurai(1), T.
Shimizu(2)
(1) Saitama Children's Medical Center, 2100, Ooji-umagome, Iwatuki-Ku,
Saitama-Shi, Japan; (2) Department of Pediatrics, Juntendo University
School of Medicine, 2-1-1, Hongo, Bunkyo-Ku, Tokyo, Japan

a. Objectives
Objective: Although cyclophosphamide (CPM) has been used as a first-line
steroid-sparling agent for steroid-dependent nephrotic syndrome (SDNS), pre-
vious studies have shown that a long-term relapse-free survival was only 20-
40% in this cohort. We retrospectively investigated the efficacy of mizoribine
(MZR) as a cyclosporine (CsA)-avoiding therapy after CPM for patients with
SDNS.

Pediatr Nephrol (2016) 31:1765–19831846



b. Methods
Methods: Between 2007 and 2015, 27 patients with SDNS had been
treated with MZR (5-10mg/kg/day) for at least one year as a mainte-
nance therapy after a 12-week course of CPM (cumulative dose, < 200
mg/kg) (group A). This group was compared with 17 patients with
SDNS as a historical control who had only received CPM treatment
between 2001 and 2006 (group B). Patients who had previously been
treated with CsA were excluded in this study.
c. Results
Results: There were no significant differences between the two groups in
age at disease onset and CPM initiation, relapse rates and threshold
doses of prednisolone before CPM, and gender. The 2-year relapse-free
rate of group A was significantly higher than that of group B (56% vs.
24%; p < 0.05). Furthermore, the time to CsA initiation was significantly
longer in group A than in group B (24.5 months vs. 9.2 months; p <
0.05). No severe adverse events including severe infections were ob-
served during the therapy with MZR (mean, 24 months). In 25 patients
after MZR discontinuation for an average of 24 months, only seven
patients (28%) regressed to SDNS.
d. Conclusions
Conclusion: Maintenance therapy with MZR after CPMmay have a synergis-
tic effect to prevent relapse, leading to avoid CsA initiation for patients with
SDNS.

PO-261
Multidrug therapy followed by Rituximab in children with refractory
Nephrotic Syndrome
S. Pradhan(1), P. Mutalik(2), S. Panigrahi(1), S. Satpathy(1)
(1) Svppgip & Scbmch, Cuttack, Cuttack, India; (2) Jnmc, Belgaum, India

a. Objectives
In the last few years, Rituximab (RTX) has emerged as a second-line
therapy in steroid dependent nephrotic syndrome(SDNS) with upto
80% achieving remission and 40-48% response rate in steroid resistant
nephrotic syndrome(SRNS).The better outcome of RTX therapy in
SDNS compared to SRNS is possible due to excessive loss of RTX
in the urine during active state of proteinuria. Recent studies show
that serum half-life of RTX during the phase of active non-selective
proteinuria was less than 1 day compared to 20 days in patient with
no proteinuria. The objective of the study was to assess the therapeu-
tic response of RTX during non-proteinuric phase in children with
steroid and CNIs/MMF resistant nephrotic syndrome(NS) following
induction of remission by a combined therapy (Prednisolone, CNIs
and MMF)
b. Methods
This study was done from July 2013-July 2015 in children aged between
1-14 years with steroid and CNIs/MMF resistant NS. The clinical deci-
sion was to treat such children with a combined therapy to achieve
remission followed by RTX at a dose of 375mg/m2 /week for 2-4 weeks.
Five children, who responded to triple regimen were treated with two to
four doses of RTX and were followed up for minimum 6 months fol-
lowing RTX therapy. Post RTX thrrapy, CNI and Prednisolone were
tapered.
c. Results
Mean age at onset was 2.16 years with male to female ratio of 3:2. Three
cases had FSGS on biopsy. Other necessary data is as described in
Table 1. Mean duration of remission following RTX therapy was 7.9
months. At six months follow-up, 4(80%) patietns had complete remis-
sion and three patients(60%) were completely off medications without
any serious adverse effects.
d. Conclusions
Our study showed improved RTX efficacy during non-proteinuric state
o f r e f r a c t o r y n eph ro t i c s ynd r ome . Howeve r , a s i n t e n s e
immunosupression may cause serious adverse events, further study for
evaluating long term efficacy and safety of multidrug therapy are
needed.

& Table 1. Characteristics of the five patients and their response to RTX therapy.

PO-262
Minimal change nephrotic syndrome in black African children at Chris
Hani Baragwanath Academic Hospital
K. Parbhoo, U. Kala
University of the Witwatersrand, Johannesburg, South Africa

a. Objectives
To evaluate the clinicopathological features, response to treatment and outcomes
of children with biopsy proven minimal change nephrotic syndrome (MCNS)
presenting to Chris Hani Baragwanath Academic Hospital (CHBAH).
b. Methods
A retrospective review was conducted, of children between 1 and 14years of
age, who presented from January 1996 to December 2010, with biopsy proven
MCNS. Their demographics, clinical features, biopsy results, management and
outcomes were studied.
c. Results
There were 112 patients included. The median age was 3.8years (range 1 - 13.6;
IQR 2.6 - 5.9). There were 72 males and 40 females (1.8:1). The majority of the
children were Black African (89.3%). On presentation, 68.8% had microscopic
hematuria and 59.8 had a blood pressure reading above the 95th centile for
gender, age and height. Only 33.9% had sustained hypertension. On initial
biopsy, 33% were found to have the mesangial hypercellular variant of MCNS
and 4.5% had the IgM variant. Two patients went into spontaneous remission.
Of the 110 treated with oral corticosteroids, 59.8% were steroid responsive,
20.5% were steroid resistant and 8% were initially responsive but subsequently
became resistant. Of the sample, 21.4%were steroid dependent and 15.2%were
frequent relapsers. Second line immunosuppressive therapy was needed in
38(33.9%) patients. Of the 22 repeat biopsies, 4 showed FSGS. The average
length of follow up was 4.86years (median 3.58). At the last visit 75.9%were in
remission and 41.1% had a previous hospital admission for a suspected bacterial
infection. The loss to follow up rate was 61.6% with a mortality rate of 1.8%.
d. Conclusions
At CHBAH, all children with nephrotic syndrome are biopsied at presentation.
There was a high percentage of children with hematuria and hypertension at
presentation and a higher percentage of steroid resistant patients, highlighting
the difference between our population and the group studied by the ISKDC
which had mainly Caucasian children.

PO-263
Rituximab treatment in childrenwith nephrotic syndrome: a single center
experience
I. Dursun, P. Kacar, Z. Gunduz, R. Dusunsel, H. Poyrazoglu, B. Sozeri, A.
Kisaarslan
Erciyes University, Kayseri, Turkey
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a. Objectives
Treatment of steroid-dependent nephrotic in children remains challenging.
Steroids are well known immunosuppressive agent for the treatment of ne-
phrotic syndrome, however, they have multiple side effects because of espe-
cially prolonged exposure. Thus, Rituximab, a chimeric anti-CD20 monoclo-
nal antibody, has been emerging as a novel steroid-sparing agent for idiopathic
nephrotic syndrome in children, recently. In this study, we aimed to evaluate
the effect of RTX on steroid-dependent or resistant nephrotic syndrome in
children.
b. Methods
We retrospectively reviewed the medical records of children with ne-
phrotic syndrome is terms of using RTX. Seven children (5 boy, 2 girl)
were included in study. RTX was given either one (750 mg/m2) or four
375 mg/m2 doses weekly. We investigated the long term outcome such
as relapse free period, end stage renal disease and current immunosup-
pressive medication
c. Results
The mean age at the time diagnosis was 39.3 ± 29.5 months (range, 14-96
months). Three children had focal segmental glomerulosclerosis (FSGS) based
on kidney biopsy taken before RTX therapy. Table 1 shows the diagnosis and
treatment of patients before Rituximab therapy. The mean age at the time of
RTX was 13.4± 2.5 years. Patients were followed-up for a mean of 15.6
months (range 3-27 months). The mean of relapse free period was 13.8 ±
6.3 months. Three children reached remission and two children received sec-
ond single dose of RTX because of relapse. One of the FSGS cases experi-
enced with end stage renal disease required dialysis after three months of first
dose of RTX. At the end of follow-up, three children under the immunosup-
pressive medication and three children without taking any medication were in
complete clinical remission.

& Table 1 shows the diagnosis and treatment of patients before Rituximab
therapy

d. Conclusions
RTX therapy is effective at maintaining prolonged remission in children with
steroid dependent nephrotic syndrome and even in some of children with
FSGS.

PO-264
Both pulmonary embolism and inferior vena cava thrombosis occured
simultaneously in a child with primary nephrotic syndrome: a case report
L. Chen, Y. Liang, L. Sun, L. Huang, X. Jiang
The First Affiliated Hospital of Sun Yat-sen University, Guangzhou, China

a. Objectives
To investigate diagnosis and treatment of asymptomatic thrombosis and/or
thromboembolic events in children with nephrotic syndrom(NS).
b. Methods
We reported the clinical characteristics and the efficacy of treatment of a child
with primary NS in the pediatric renal department in our hospital in
April,2015,who occured both pumonary embolism and inferior vena throm-
bosis during the early onset of NS.
c. Results
The girl was 9.4ys(27.5kg).She was diagnosed steriod resistant NS in local
hospital so went to our hospital to further treatment.She had no symptoms and
no similar family history.Laboratory test results at admission:24h urine protein
153.5mg/kg.d,serum ALB 24g/L,CHOL 17.0mmol/L,PLT 204×109/L,APTT
20.1s,'Fbg 1.38g/L,D-dimer 3.58mg/L,INR 0.86,protein C 238.7%,protein S
71.4%;ultrasonography:thrombosis was detected in the inferior vena cava near

the liver,which led to approximately 50-70% stenosis,but no more thrombosis
was found.The CT scan also detected bilateral pulmonary embolism.The pa-
tient received the treatment of tacrolimus,low dose of pednisone,dipyridamole
plus heparin as anticoagulant after admission.Two weeks later,she discharged
when she became better:24h urine protein 31.8mg/kg.d, serum ALB 26.8g/L,
CHOL 11.0mmol/L,PLT 187×109/L, APTT 57.6s,Fbg 2.51g/L,D-dimer
1.48mg/L,INR 0.95;ultrasonography found the thrombosis was smaller,CT
scan also found pulmonary embolism ameliorated.The patient continued to
received tacrolimus,low dose of prednisone and dipyridamole, heparin was
changed to warfarin for a month.Then ultrasonography found no thrombosis
and CT scan slao found pulmonary embolism was dispeared.
d. Conclusions
Venous thrombosis was one of the common and serious complication of
NS.Asymptomatic thrombus and embolic events were usually
misdiagnosed.We should pay great attention to NS patients who were in hy-
percoagulable state expecially with a high level of D-dimer.We observed that
the treatment of dipyridamole and heparin or warfarin was effective and safe.

PO-265
IgM Nephropathy: Is it a distinct entity?
A.A. Lanewala, S. Shakeel, S. Hashmi, M. Mubarak, H. Qaiser, I. ALI, T.
Waqar, A. Ahmed
Sindh Institute of Urology and Transplantation, Karachi, Pakistan

a. Objectives
Increasing numbers of children with Idiopathic Nephrotic Syndrome are found
to have diffuse deposits of IgM with variable morphology ranging fromminor
changes to mild mesangial proliferat ion to Focal Segmental
Glomerulosclerosis. Many authorities are still reluctant to accept it as a distinct
entity. The aim of this study was to establish this morphological pattern, which
is most commonly seen in developing countries, as a distinct entity.
b. Methods
We reviewed our native renal biopsies over 20 years (July 1995–July 2015)
and identified 300 cases of IgMN in nephrotic children (≤17 years). Their
demographic, clinical and immunopathologic data were retrieved and a subset
was compared with cases of Minimal Change Disease (MCD).
c. Results
Mean age of this cohort was 7.8 ± 4.1years. Males were 192 (64%) and
femaleswere 108 (36%). Steroid-dependent NSwas seen in 166 (55.3%) cases
and steroid resistant NS in 134 (44.7%). Hematuria was found in 84 cases
(28%) and hypertension in 60 (20%). The most common morphologic change
was glomerular mesangial proliferation, found in 176 (58.6%) biopsies. Minor
changes were seen in 174 (58%) cases and focal segmental glomerulosclerosis
(FSGS) in 74 (24.6%). Immunofluorescence microscopy showed diffuse
mesangial positivity of IgM in all cases, however their intensity was variable
with +1 in 85 (28.3%), +2 in 161 (53.7%) and +3 in 54 (18%). C3 and C1q
were found in 198 (66%) and 107 (35.6%) cases, respectively. 95 cases of IgM
Nephropathy were compared with 267 cases of MCD. It revealed that more
children with IgM Nephropathy present with microscopic hematuria (16.4%
versus 27.6%) and 15.7% children with IgM Nephropathy went into renal
failure as compared to 2.7% with MCD.
d. Conclusions
Our results show that IgMN has a distinct clinical phenotype and outcome.

PO-266
Double versus triple therapy in children with frequently relapsing and
steroid dependent nephrotic syndrome.
J. Lesiak, M. Litwin, R. Grenda
The Children's Memorial Health Institute, Warsaw, Poland

a. Objectives
Objectives: in case of frequently relapsing and steroid - dependent nephrotic
syndrome (FR/SDNS) the main and widely used therapuetic strategies are
double-drug combinations of cyclosporine A (CsA) and corticosteroids (Pred)
or mycophenolate mofetil (MMF) and corticosteroids (Pred), however still there
is substantial group of patients, who fail to respond to these therapies and
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therefore keep to present the frequent relapses. The purpose of this study was to
compare the efficacy of of double-drug (CsA+Pred) versus triple-drug (CsA+
MMF+Pred) therapies in maintaining remission in children with FR/SDNS
b. Methods
Patients and methods: data of 32 pediatric patients, who have been previously
treated with double-drug (CsA+Pred) therapy and due to frequent relapses
were then switched to triple-drug regimen, were analyzed. The median obser-
vation time of double - and triple - therapies was 90 and 28 months, respec-
tively. Frequency of relapses of proteinuria (the median number within 12-
month period), the median doses of CsA (mg/kg) and cumulative dose of
prednisone (mg/kg/month) were evaluated.
c. Results
Results: the median number of relapses per patient per year was significantly
lower during triple, than on double therapy (0.84 vs 1.6; p=0.008). The median
dose of CsAwas significanly lower on triple therapy (2.74 mg/kg/day versus
4.41 mg/kg/day; p=0.0001). The median cumulative dose of Pred was signif-
icantly lower during triple therapy (5.63 mg/kg/month versus 7,37 mg/kg/
month; p=0.035), compared to double-drug treatment.
d. Conclusions
Conclusion: Triple-drug therapy (CsA+MMF+Pred) was significanly more
effective than double-drug therapy (CsA+Pred) in maintaining remission in
patients with frequently relapsing and steroid-dependent nephrotic syndrome.
Additional benefits included significant decrease of cyclosporine A dose/kg
and cumulative dose of prednisone over time.

PO-267
Safety profile of long-term levamisole therapy inmaintaining remission in
steroid dependent nephrotic syndrome
A. Abeyagunawardena(1), H. Dharmawardena(2), H. Jayaweera(1), S.
Abeyagunawardena(3)
(1) University of Peradeniya, Peradeniya, Sri Lanka; (2) Pediatric Nephrology
Unit, Teaching Hospital, Karapitiya, Karapitiya, Sri Lanka; (3) Teaching
Hospital Peradeniya, Peradeniya, Sri Lanka

a. Objectives
To evaluate the safety and efficacy of levamisole(LEV) prescribed for 5 years
to maintain remission in steroid dependant nephrotic sysndrome(SDNS).
b. Methods
Children with steroid dependent nephrotic syndrome attending the nephrotic
syndrome clinic at Teaching Hospital Peradeniya, Sri Lanka, who were treated
with alternate day LEV 2.5mg/kg since 2004 were studied up to 2009.
Childrenwho have previously received immunosuppressive therapy other than
prednisolone and levamisole and children with renal histology other than min-
imal change disease were excluded. Children in whom LEV therapy was
terminated due to side-effects were included in the analysis. All patients had
full blood counts and liver function tests performed every 3 months to monitor
for any potential adverse effects.
c. Results
186 children were studied. In 2 children LEV was discontinued due to gastro
intestinal intolerance and in 3, it was discontinued due to a suspected vasculitic
rash. These 5 children were included in the analysis. In 39 children LEV was
discontinued due to poor disease control and were excluded. There were 94
males and 53 females. Median age was 8.1years. There were no significant
changes in white cell count, neutrophil count or liver enzymes that resulted in
discontinuation of therapy.
d. Conclusions
The prescription of LEV for up to 5 years is effective and safe in maintaining
remission in SDNS

PO-268
Should we perform nephrectomies in children with congenital nephrotic
syndrome?
S. Dufek(1), T. Holtta(2), E. Ylinen(2), A. Trautmann(3), C.P. Schmitt(3), E.
Vidal(4), A. Edefonti(5), R. Shroff(1)
(1) Great Ormond Street Hospital for Children NHS Foundation Trust,
London, United Kingdom; (2) Children's Hospital, University of Helsinki and

Helsinki University Hospital, Helsinki, Finland; (3) Center for Pediatric &
Adolescent Medicine, Heidelberg, Germany; (4) University-Hospital of
Padova, Padua, Italy; (5) Fondazione IRCCS Ca' Granda Ospedale
Maggiore Policlinico, Milan, Italy

a. Objectives
Early management of children with congenital nephrotic syndrome (CNS) is
challenging.
b. Methods
We conducted a 5-year survey across members of the European Society for
Paediatric Nephrology DialysisWorking Group to comparemanagement strat-
egies (nephrectomies versus conservative management) in children with CNS.
c. Results
61 children (53% male) were studied. Median age at presentation was
5.5 (0-130) days with serum albumin 11 (4-26) g/L and creatinine 35 (2-
480) μmol/L; nephrectomy was performed in 34 (55%) patients - uni-
lateral in 4 (12%), bilateral in 2 steps in 7 (20%) and bilateral in 1 step
in 23 (68%) - at a median age of 9 (4-24) months. After unilateral
nephrectomy (or first kidney removal) albumin improved from 18 to
22.5 g/L (p=0.07), with a significant decrease in albumin requirement
from 9.6 to 1.5 g/kg/week (p=0.02).
To compare outcomes of nephrectomy vs conservative management, we
studied children with NPHS1, NPHS2 or WT1 mutations and >12
months follow-up; 4 children receiving palliative treatment were exclud-
ed. Nephrectomised patients (bilateral n=27, unilateral n=4) presented
earlier (4 vs 31 days; p=0.02), but with similar serum albumin (9 vs
10 g/L, p=0.74) and creatinine (27 vs 19 μmol/l, p=0.09) compared to
non-nephrectomised patients (n=8).
Long-term dialysis was required in 29 (93%; 25 PD, 4 HD) vs 2 (25%; both
PD) patients. Septic episodes were common in the nephrectomy group (14 vs
1; p=0.064). There was no difference in the number of thrombotic episodes.
Growth was comparable between the two groups.
At final follow up (median age of 35 and 30 months respectively) in the
nephrectomy group 1 patient died, 22 had a transplant, 6 were on dialysis (4
PD, 2 HD) and 2 did not require dialysis. In the no nephrectomy group all 8
patients were alive, 1 had a transplant and 1 required dialysis.
d. Conclusions
Conservative management in children with CNS may be a reasonable alterna-
tive to nephrectomies, but this needs to be studied in larger prospective co-
horts.

PO-269
Cyclosporine in the treatment of childhood idiopathic steroid resistant
nephrotic syndrome: a single centre experience in Southwestern Nigeria.
T.A. Ladapo, C.I. Esezobor, F.E. Lesi
College of Medicine, University of Lagos and Lagos Univeristy Teaching
Hospital,, Lagos, Nigeria

a. Objectives
The Kidney Disease Improving Global Outcomes recently recommended the
use of calcineurin inhibitors such as cyclosporine as first line in the treatment
of childhood idiopathic steroid resistant nephrotic syndrome. We reviewed the
short- term treatment outcomes since adoption of this recommendation at our
centre.
b. Methods
Medical records of children managed for idiopathic nephrotic syndrome (iNS)
over a six-year period were reviewed. Treatment outcomes were remission at 6
months and improvement in renal function.
c. Results
Of 103 children (M:F;1.7:1, age: 0.6-15.2 years) diagnosed with iNS,
25 (24.3%) were steroid resistant of whom 17 received further immuno-
suppressants. Seven of 10 children (70%) treated with cyclosporine and
alternate day prednisolone achieved full remission. One child had treat-
ment failure due to poor compliance. In comparison, cyclophosphamide
and alternate day prednisolone achieved full remission in 2 of 5 (40%)
children while enalapril and alternate day prednisolone achieved only
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partial remission in 2 of 3 (66%) children. One child with cyclophos-
phamide resistance subsequently achieved remission with cyclosporine.
Full or partial remission to all medications was not related to sex
(p=0.96), age (p=0.54), serum albumin (p=0.37) or hypertension
(p=0.43) but to serum cholesterol. (p=0.02). Side effects of cyclosporine
were acne and gingival hyperplasia in one child each and hirsutism in
five children. The eGFR (ml/min/1.73m2) among children treated with
cyclosporine ranged from 30-167(median: 78ml/min/1.73m3) with cate-
gories as follows: >90 (5) ; 60-89 (3); 30-59 (2 ). One child defaulted
from follow-up and the mean pre and post treatment eGFR (ml/min/
1.73m2) among the remaining four with reduced eGFR were 60 and
104ml/min/1.73m2 respectively. Overall mortality was 16% compared
with 10% in children treated with cyclosporine.
d. Conclusions
Cyclosporine resulted in improved treatment outcomes in children treated for
iSRNS at our centre

PO-270
Response patterns of nephrotic syndrome patients in a single specialized
pediatric center in São Paulo, Brazil
F. De Oliveira Ihara, V. Benini, G. Giacomini Ramalho, L. Sanchez
Apostolico Silva, M. De Souza Miyahara
Hospital Municipal Infantil Menino Jesus, São Paulo, Brazil

a. Objectives
To evaluate the epidemiological profile of patients with nephrotic syndrome in
attendance at this service and the response to corticosteroid prednisone and
other different therapeutic possibilities, stratifying by steroid-response, com-
plexity of the disease, pattern of histopathology found and list therapies that
demonstrate better response.
b. Methods
Review of medical records of outpatients with nephrotic syndrome treated at
the Pediatric Nephrology clinic of one single center in São Paulo, Brazil, with
data collection in a specific form with multiple variables to be studied and
statistical analysis of data collected.
c. Results
We collected 34 records data. Among these, 26 patients (76%) are classified as
steroid-sensitive (SSNS) and 8 patients (24%) steroid-resistant (SRNS).
Among the 26 patients with SSNS, 16 (62%) are non-frequent relapsing and
10 (38%) are frequent-relapsing
d. Conclusions
The majority of patients respond well to treatment with corticosteroid
prednisone, however there are a significant number of patients who
needs other treatment options due to steroid-resistant form of disease
or frequent relapses. The number of steroid-dependent patients remains
low. There is a relationship between the frequency of relapses and the
occurrence of late non-responder patients. The renal biopsies, performed
in steroid-resistant patients, showed most of findings as Focal and
Segmental Glomerulosclerosis (FSGS).

PO-271
Analysis of CNI-induced chronic nephrotoxicity in 7 children with ne-
phrotic syndrome
L. Rong, Y. Mo, X. Jiang, J. Ruan, F. Yang
The first affiliated hospital of Sun Yat-sen University, Guangzhou, China

a. Objectives
To analyze clinical characteristics of the chronic nephrotoxicity resulted from
calcineurin inhibitors(CNI) treatment on children with nephrotic
syndrome(NS)
b. Methods
Clinical data of 7 renal biopsy-confirmed cases with CNI-induced chronic
nephrotoxicity in children with NS was analyzed.
c. Results
There were 6 male and 1 female with an average age of 4 years old(1
year~9 years) onset of NS and the average age was 8 years old at the

time of CNI-induced chronic nephrotoxicity confirmed. The duration
of NS varied from 4 years and a half to 13 years while the duration
of CNI treatment ranged from 1 year and 10 months to 7 years and a
half with average period of 4 years. There were 4 steroid sensitive NS
with frequent relapse and 2 steroid resistant NS which underwent
twice renal biopsy as well as 1 steroid dependent NS. Among the 7
cases, the renal biopsy revealed 4 cases of minimal change
disease(MCD), one focal segmental glomerular sclerosis (FSGS), one
I g A n e p h r o p a t h y a n d o n e m e s a n g i a l p r o l i f e r a t i v e
glomerulonephritis(MsPGN). At the time of cases been confirmed, 4
cases developed into renal insufficiency which showed the elevated
Blood Urea Ni t rogen(BUN, 10 .1±3 .0mmol /L) and se rum
creatinine(Cr, 78.5±21.2umol/L) as well as descending creatinine
clearance rate(Ccr, 85.2±11.3ml/min.1.73m2). Focal tubular atrophy
and/or focal interstitial fibrosis appeared in all of the cases in renal
biopsy. The most severity of the renal fibrosis was found in the
youngest two patient with the age of 1 years old while the severity
of the renal fibrosis was not in parallel with the duration of CNI
treatment in these 7 patients.
d. Conclusions
Long term use of CNI in children with nephrotic syndrome could develop
renal insufficiency and chronic nephrotoxicity present with tubular atrophy
and focal interstitial fibrosis. The more severity of the tubular atrophy or
interstitial fibrosis in CNI-induced chronic nephrotoxicity may relate to the
younger age at the start of CNI treatment

PO-272
Care Variation and Outcomes of Children with Nephrotic Syndrome in
Canada
S. Samuel(1), C. Morgan(2), A. Dart(3), C. Mammen(4), A. Nettel-Aguirre(1), R.
Parekh(5), A. Eddy(4), M. Zappitelli, For The Childneph Project Team(6)

(1) University of Calgary, Calgary, Canada; (2) Stollery Children's Hospital,
Edmonton, Canada; (3) Children's Hospital, Winnipeg, Canada; (4) BC
Children's Hospital, Vancouver, Canada; (5) SickKids Hospital, Toronto,
Canada; (6)Montréal Children's Hospital, MontrÉa, Canada

a. Objectives
To describe variation in glucocorticoid (GC) prescriptions and to determine
centre-, physician- and patient-related factors contributing to variation in pre-
scribing patterns.
b. Methods
We are conducting a mixed methods cohort study using a hierarchical
study design. Patients age 1-18 years who present with NS at first pre-
sentation, first or second relapse are enrolled. Patients’ anthropometrics,
relapses and treatments are longitudinally collected, including GC pre-
scriptions and second line drugs. Patient data are nested within their
physician’s and centre’s data. Early descriptive analysis of variation in
prescribed GC dose for first presentation and relapses, and relapse rates
by centre (without hierarchical modeling) are presented. An embedded
qualitative study investigated reasons for variation using focus groups
(see companion abstract submitted). Results of both studies will be
merged to inform best practice approaches.
c. Results
149 patients and 38 physicians enrolled from 10 Canadian centers
(since Aug 2013). Among 149 patients, 56% were male and median
age was 52 months IQR [32m, 74m]. 133 (89%) entered study at first
presentation and 369 episodes of proteinuria were captured. Among 38
enrolled physicians, 19 (50%) were male, median 9.5 years [13y, 19y]
after graduation and 30 (81%) had Canadian nephrology training. Mean
(SD) prescribed steroid dose was 30.8 (8.7) mg/m2 per day for first
presentation and 25.2 (9.3) for relapses. Mean (SD) length of treatment
for first presentation was 113.7 (36.4) days and 69.8 (65.2) days for
relapses. Significant variation in steroid dose and length of treatment
for first presentation and relapses were observed across study centers
(See Fig 1, 2, 3 &4). Variation in relapse rates by centre is shown in
Figure 5.
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& Figure 1. Box plot - Steroid dose prescribed per day for first presentations
by centre

& Figure 2. Box plot - Treatment days on steroid for first presentations by centre

& Figure 3. Box plot - Steroid dose prescribed per day for relapses by centre

& Figure 4. Box plot - Treatment days on steroid for relapses by centre

& Figure 5. Relapse rate by centre
d. Conclusions
Early results show wide variation in steroid prescriptions for first presentation
and relapses of NS across centres, without major differences in relapse rates.
Interim study results are expected in 2017.

PO-273
Utility of cyclophosphamide in children affected by steroid dependent and
frequent relapsing nephrotic syndrome: a retrospective study
S. Maringhini(1), S. Abbate(2), M.C. Sapia(1), R. Cusumano(1), C. Corrado(1)
(1) ARNAS Civico Palermo, palermo, Italy; (2)School of Pediatrics, University
Of Palermo, Italy

a. Objectives
Objectives:We analyzed the effect of cyclophosphamide (CPH) in producing
remission in our children affected by frequent relapsing (FR) or steroid depen-
dant (SD) nephrotic syndrome (NS) and compared it with that reported with
rituximab (RTX).
b. Methods
Methods: We retrospectively analyzed 210 children affected by idiopathic
NS. In 43 children, 25 boys and 18 girls, 35 SDNS and 7 FRNS, CPH had
been administered as a second line drug after prednisone (PDN) therapy ac-
cording to the guide lines by KDIGO and a follow-up of more than 6 months
was available. No other immunosuppressant was used during the observation
period with the exception of PDN in case of recurrence. CPH was administred
at the dosage of 2-3mg/kg for 8-10weeks. PDNwas reduced and discontinued
in 4 weeks. CBC was monitored and patients were seen weekly to evaluate
possible side effects.
c. Results
Results: After introducing CPH, 9 children (21%) went into permanent
remission being observed for 6 months to 8 years (mean 8 months, DS
16 months) from CPH introduction, while 34 (79%) had one or more
relapses during follow-up. The average time of remission in the 34
patients was 17 months (DS 23.6 months) and calculated as interquartile
range 22.32 months (IQR, 0,12 – 108 months). The PDN cumulative
dose needed to keep in remission patients 12 months after the initiation
of therapy with CPH was 8,3 +/- 6 mg/m2/die.The number of relapses
were0,8/year compared to 8,4/year before CPH. The only side effect was
transient leucopoenia.
d. Conclusions
Conclusions:Comparing our results with those on RTX collected from the
literature, we found that use of CPH brought to a longer remission then RTX
either in SDNS and in FRNS. However we cannot state that our patients had
comparable steroid dependence. Use of CPH in children affected by SDNS
and FRNS reduces the number of relapses and has a steroid sparing effect.
Prospective studies are needed in order to support the use of RTX rather then
CPH in SDNS and FRNS.

PO-274
Steroid resistant nephrotic syndrome in northern Indian children
M. Kaur(1), A. Saha(2), K. Kapoor(1), M. Suresh(1), A. Bhatia(1), N. Dubey(1),
V.V. Batra(3), A.D. Upadhyay(4)
(1) PGIMER, Dr RML Hospital, New Delhi, India; (2) Lady Hardinge Medical
College, New Delhi, India; (3) GBPIPMER, New Delhi, India; (4) AIIMS, New
Delhi, India

a. Objectives
To study the long term outcome of steroid resistant nephrotic syndrome in
northern Indian children.
b. Methods
In this retrospective study we analyzed 60 children (38 males, 22 fe-
males) with SRNS aged 1 to 18 years. Renal biopsy was performed in all
children. First line immunosuppressive agents were calcineurin inhibi-
tors, and other immuno- suppressants used included long term prednis-
olone, pulse cyclophosphamide and mycophenolate sodium.Complete
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remission (CR) was defined as defined as (Up/Uc < 0.2 gm/gm; serum
albumin > 2.5 g/dl and no edema) and partial remission (PR) as (Up/Uc
between 0.2 gm/gm and 2gm/gm, serum albumin >2.5 g/dl, and no
edema). Short term outcome was analyzed at 6 months of therapy. All
the children were then regularly followed up every 3 months till february
2016.
c. Results
We analyzed 60 children (38 males, 22 females) with SRNS. Age at
onset of nephrotic syndrome and at diagnosis of SRNS was 6.1 ± 4.2
and 7.3 ± 4.1 years respectively. On renal biopsy 35 patients (62%) had
MCD, 12 patients (21%) had FSGS, 5 patients (8.9%) had MPGN, and 4
patients (7.1%) had idiopathic membranous nephropathy. At onset,
64.2% patients were hypertensive. There was no difference in the
eGFR in children with MCD compared to other histopathologies at di-
agnosis of SRNS, at 6 months of therapy and at last follow up.
Calcineurin inhibitors were prescribed in 49 patients, long term prednis-
olone in 5, pulse cyclophosphamide in 4 and mycophenolate sodium in 2
patients. After a median follow up of 2.5 years, 48 patients (80%) are
still in follow up, with 44 (73.3%) in CR, 1 in PR, 3 did not achieve
remission and 12 (20%) were lost to follow up. Out of the 3 patients (2
FSGS, 1 MPGN) that did not achieve remission, 2 resulted in end stage
renal disease and 1 patient expired.
d. Conclusions
Outcome in significant proportion of patients with SRNS is favourable with
immunosuppressive therapy and regular follow up.

PO-275
Reasons for practice variation in the management of childhood nephrotic
syndrome in Canada
S. Samuel(1), R. Flynn(2), S. Scott, For The Childneph Project Team(2)

(1) Alberta Children's Hospital, University of Calgary, Calgary, Alberta,
Canada; (2) University of Alberta, Edmonton, Canada

a. Objectives
Treatment protocols for childhood nephrotic syndrome are highly vari-
able among physicians and care centres. A lack of consistency in the
management of nephrotic syndrome leads to poor satisfaction with care
for patients and families. We conducted a qualitative study to understand
the complex multi-level processes that lead to practice variation and
influence physician decision-making in treatment of nephrotic syn-
drome. This qualitative study is a part of a larger national mixed-
methods research study, which includes a longitudinal cohort study of
children with nephrotic syndrome to determine centre-, physician-, and
patient-level factors leading to variation in care.
b. Methods
Ten focus groups with pediatric nephrology health care providers (phy-
sicians, nurses, allied health, 67 total participants) were performed
across Canada (one in each major academic pediatric health centre).
The interviews were guided by the Ottawa Model for Research Use, a
comprehensive framework of elements that affect the process of health
care knowledge transfer. Data collection and analysis occurred concur-
rently using qualitative content analysis.
c. Results
Emerging themes were grouped into two categories: a) physician
level, or b) centre level. Under the physician level category two
themes emerged: a) use of physician experiential knowledge versus
empirical knowledge, and b) physician interpretation of patient char-
acteristics to guide treatment decisions. At the centre-level three
themes emerged as affecting care: a) model of care, b) structures
and resources and c) lack of communication and collaboration with-
in and across centres.
d. Conclusions
Physician and centre factors play a major role in shaping practice dif-
ferences in nephrotic syndrome. Further research is needed to determine
whether variation in care is associated with disparities in outcomes and

whether harmonization of protocols based on best available evidence
will reduce these disparities.

PO-276
Comparative Efficacy of Mycophenolate Mofetil and Cyclosporine in
children with Frequent Relapse Nephrotic Syndrome.
G.M. Uddin, M.A. Rahman, M.H. Rahman, R.R. Roy, A. Begum, S.S. Huque
Bangabandhu Sheikh Mujib Medical University, Dhaka, Bangladesh

a. Objectives
Mycophenolate Mofetil (MMF) and Cyclosporine (CsA)are the two
drugs which are commonly used to treat frequently relapsing nephrotic
syndrome (FRNS). The efficacy of these two drugs is still not observed
in our children with FRNS or SDNS. So, this study was conducted to see
the comparative efficacy and toxicity of MMF & CsA in children with
FRNS in Bangladesh.
b. Methods
A total 60 patients with FRNS or SDNS from age 2-16 years were
included in this study. Patients were randomly divided into two
groups: Group A (MMF group) and Group B (Cyclosporine group).
Each group contained 30 patients. Group A patients were treated for
6 months with MMF 800-1200 mg/m2 per day in two divided doses.
Group B patients were treated for 6 months with CsA 4–5 mg/kg
per day in two divided doses. Prednisolone wasgiven in both the
group at a dose of 60 mg/m2/day up to protein free for 3 consecu-
tive days then tapering over 6 months. Total 53 patients were ana-
lyzed for study.
c. Results
Mean time to get remission was 12.20 ± 4.80 days and 11.58 ± 5.77 days in
group A and group B respectively which was not significant. Mean
Prednisolone dose was 0.55 ± 0.27 mg/kg and 0.53 ± 0.24 mg/kg days in
group A and group B respectively. Mean dose of MMF was 777.33 ±
167.50 mg/m2/dayin group A and Mean dose of Cyclosporine was 3.90 ±
0.63 mg/kg/dayin group B.
Relapse rate in MMF group was 4.21 ± 0.67 before treatment and 3.00 ±
2.88 at 6 months of treatment. Relapse rate in CsA group was 3.94 ±
1.57 before treatment and 1.44 ± 2.61 at 6 months of treatment. In both
group the difference from baseline is statistically significant and between
groups at 6 months of treatment the relapse rate were significantly lower
in CsA group.
Statistically significant adverse effects diarrhoea was seen in MMF group and
hypertrichosis, hypertension & gum hypertrophy in CsA group.

& Comparison of efficacy of drugs by relapse
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& Comparison of adverse effects of two drugs.
d. Conclusions
It can be concluded from the study that cyclosporine is more effective to
prevent relapse than MMF but MMF have fewer adverse effect than CsA.

PO-277
Rituximab for frequently relapsing nephrotic syndrome: what is the low-
est effective dose?
A.P. Maxted, M. Christian
Nottingham Children's Hospital, Nottingham, United Kingdom

a. Objectives
Rituximab, the anti-CD20 monoclonal antibody, is effective in reducing
relapses in frequently relapsing nephrotic syndrome (FRNS). Published
series have predominantly used 1.5 g/m2 over 2-4 doses. With the lowest
effective dose to be elucidated, balancing this against potential long term
side effects is important. We report our experience with a single 375 mg/
m2 dose.
b. Methods
We retrospectively examined notes of 20 patients with FRNS treated with
rituximab over 6 years at a regional centre. 18 patients received one dose of
375 mg/m2; 1 patient received a second dose after 14 d; 1 patient received a
single dose of 750 mg/m2.
c. Results
11 patients were male. The median age at diagnosis was 3.5 y (range: 1.8-
11.3). Time from diagnosis to first dose was 5.5 y (2.3-11.3). One or more
renal biopsies were performed in 18 patients: minimal change disease was seen
initially in all patients; calcineurin-inhibitor toxicity was seen in 8 patients
prior to rituximab.
Following a first dose, 4 patients have remained in remission (median follow-
up 734 d). Time to B cell depletion (<0.2 x 109/L) after first dose was 17.5 d (0-
75). 5 patients received a prophylactic 2nd dose after 180 d (148-321). The
remaining 11 patients relapsed after 272 d (149-568) and received a 2nd dose
after 321 d (154-616). 12, 8 and 6 patients received a third, fourth and fifth
dose respectively. Most patients received repeated doses prophylactically after
a second. Median time to B cell repopulation after 1st dose was 208 d (149-
479). Adverse events were few: 1 patient relapsed whilst B cell deplete; 1
patient had an anaphylactoid reaction; 1 patient had asymptomatic
hypogammaglobulinaemia.
d. Conclusions
Our data demonstrate that a single dose of 375 mg/m2 can induce B cell
depletion and maintain remission comparable to larger doses in some series.
A lower dose has cost-effective benefits but may also reduce the risk of long-
term adverse effects. Further work is needed to optimise treatment strategies
for repeated rituximab dosing.

PO-278
Efficacy and safety of high doses of corticosteroids for treatment of fre-
quent relapsing steroid-sensitive nephrotic syndrome (FR-SSNS) on a
single pediatric center in São Paulo, Brazil
F. De Oliveira Ihara, V. Benini, G. Giacomini Ramalho, M. De Souza
Miyahara, L. Sanchez Apostolico Silva
Hospital Municipal Infantil Menino Jesus, São Paulo, Brazil

a. Objectives
To evaluate the response (complete remission) to the use of methylpredniso-
lone in high doses (pulse therapy) in patients with FR-SSNS. To evaluate
partial clinical response parameters, such as frequency and duration of hospi-
talization as well as the occurrence of complications of the disease before and
after treatment, and incidence of adverse effects of therapy.
b. Methods
Review of medical records of patients with nephrotic syndrome assisted at the
pediatric nephrology clinic of a single pediatric center. Data collection in a
specific form with multiple variables, and statistical analysis of these data.
c. Results
34 patients were analyzed with nephrotic syndrome, 14 of which were initailly
presented as FR-SSNS. In all these patients therapy was instituted with high
doses of corticosteroids.
Six patients had complete and prolonged remission after 2 years of use of pulse
therapy. In four patients complete remission was achieved but after the end of
the pulse scheme they had frequent relapses again requiring the use of cyclo-
phosphamide. 4 patients proved to be late-onset steroid-resistant despite initial
response, requiring introduction of cyclosporin.
The average number of hospitalizations in this group of patients was 4 admis-
sions per patient per year before the introduction of pulse to 1.3 hospitaliza-
tions per patient per year after. The average length of stay was 48 days per
patient per year before treatment to 9 days per patient per year after.
There were no severe adverse effects during use of the medication.
d. Conclusions
Therapy with high doses of corticosteroids proved to be safe, and with satis-
factory results for the treatment of FR-SSNS. Further studies are needed in
order to evaluate the risks and benefits of therapy.
The use of high doses of corticosteroids may be useful as an alternative to the
use of cyclophosphamide in patients with contraindication to this medication.

PO-279
Efficacy and safety of Long term rituximab therapy in children with
steroid dependent nephrotic syndrome
S.H. Kim, S.Y. Kim
Pusan National University Children's Hospital, Yangsan, South Korea

a. Objectives
Rituximab is a chimeric monoclonal antibody, which inhibits CD20-mediated
B cell proliferation and differenciation. Recently, some studies reported effi-
cacy of rituximab in Steroid dependent nephrotic syndrome. However, long
term efficacy and safety are still unknown. We studied the efficacy and safety
of long term treatment of Rituximab in intractable steroid dependent nephrotic
syndrome
b. Methods
We performed a retrospective analysis of patients with nephrotic syndrome
treated in our hospital between November 2008 and November 2015. Non
maintenance group was defined as being treated for 1 cycles or when relapse
occurred while maintenance group as being treated for 2 cycles or more before
relapses.
c. Results
During the study period, 23 patients were identified which were consisted of
four with steroid resistant nephrotic syndrome and 19 with steroid dependent
nephrotic syndrome. Among 19 patients with SDNS, 11 patients were main-
tenance group and eight patients were non maintenance group. Among 4
SRNS patients, only one patient showed partial remission and others did not
responded to rituximab therapy. In non maintenance group, relapse rates were
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significantly decreased after rituximab treatment (p= 0.017). In maintenance
group, there was only one relapse during treatment period. Average treatment
period was 23.4±12.7 and average number of cycles was 3.8±1.5
d. Conclusions
Rituximab is an effective and safe option for patient with steroid dependent
nephrotic syndrome without severe side effect.

PO-280
Frequently Relapsing Nephrotic Syndrome (FRNS) and Steroid
Dependent Nephrotic Syndrome (SDNS): Induction of Remission by
Cyclosporine A (CsA)
J. Drube, K. Hoernschemeyer, L. Pape
Hannover Medical School, Hannover, Germany

a. Objectives
FRNS and SDNS relapse during childhood is commonly treated with steroids.
This is associated with severe side effects and an elevated long-term cardio-
vascular burden. In recent years we have found that either increasing the CsA
dose in children who were under long-term CsA therapy, or re-starting long-
term CsA treatment alone, led to remission in single cases. We present here the
outcome of 10 patients treated by us in this way.
b. Methods
We conducted a retrospective analysis in patients with either FRNS or SDNS
who experienced relapse during treatment in our outpatient department since
2010. The primary endpoint was remission of nephrotic syndrome defined as
either U-Albumin/U-Creatinine <50 g/mol or no proteinuria on dip-stick test-
ing on three subsequent days.
c. Results
In 7/7 patients with FRNS (n=3) or SDNS (n=4) under CsA therapy, complete
remission was induced within a median of 10 days (range 4-73 days) by
increasing CsA dose to a median of 150 mg/m2 BSA (range 132-189 mg/m2

BSA) and by at least 30%. Following remission 5/7 patients experienced
another relapse after a median of 5 (range 0.2-10.6) months. The remaining
two patients have currently been in remission for 2.5 and 5 months.
In 3/3 patients who previously received CsA therapy, FRNS remission was
induced within 4, 4 and 10 days after CsAwas re-started. We aimed to admin-
ister the dose that had resulted in the last therapeutic CsA trough level before
CsA tapering and discontinuation, namely doses of 106, 146 and 184 mg/m2

BSA. None of these three patients has so far had another relapse. The follow-
up is currently 5, 6 and 21 months.
d. Conclusions
Increase ofCsA dose or re-start of CsA is a good option in childrenwith FRNS and
SDNS who experience relapse, especially when acute steroid toxicity may not be
tolerated, for example in the case of glaucoma, cataract or diabetes. This therapeutic
approachminimizes use of steroids, thereby leading to reduced long-termmortality.

PO-281
CoQ10 treat one child with COQ nephropathy and literature review
Q. Cao, G. Li, H. Xu, Q. Shen, L. Sun, X. Fang, H. Liu, B. Wu
Children's Hospital of Fudan University, Shanghai, China

a. Objectives
To summarize and review the clinical data of one child with COQ nephropa-
thy, and assess the therapy efficacy so as to improve it’s knowledge.
b. Methods
Clinical data of the case with COQ nephropathy was summarized, including
clinical manifestations, laboratory findings and family investigation. The study
used next generation sequencing to screen 4000 genes. Significant variants
detected by next generation sequencing were confirmed by conventional
Sanger sequencing and segregation analysis was performed using parental
DNA samples. The patient received COQ10 30mg/kg/d therapy. Urine
protein/creatinine ratio, serum albumin and creatinine were detected to assess
the therapy efficacy.
c. Results
The boy, 10 months. He presented with nephrotic level proteinuria, hypoalbu-
minemia, absent of edema and normal renal function. Extra renal

manifestations included cardiovascular abnormality, motor and mental retar-
dation and unilateral ptosis. The patient has no consanguinity. Homozygous
p.R360Wmutation in COQ6 gene was identified and confirmed by next-
generation sequencing and Sanger sequencing, respectively. Family analysis
showed that homozygous p.R360W mutation in COQ6 gene inherited from
his parents. Missense p.R360W mutation was damaging by prediction online
PolyPhen and SIFTsoftware. The urine protein/creatinine ratio was 7.2mg/mg
initially, and reduced to 1.3mg/mg after 2 months of CoQ10 treatment.
Proteinuria decreased further to 0.01mg/mg with normal albumin level and
renal function within 3 months and had remained stable at the time of this
report. He is now 20 months, growth retardation improved significantly.
d. Conclusions
The case with renal phenotype was caused by casual mutation of COQ6 gene
and could be diagnosed as COQ nephropathy. The patient showed response to
CoQ10 treatment and nephropathy remission. It is critical to detect COQ
nephropathy and early supplementation with CoQ10 to prevent renal progress.

PO-282
Tapering of cyclosporine A (CsA) in patients with steroid dependent ne-
phrotic syndrome (SDNS), frequent relapsing nephrotic syndrome
(FRNS) and steroid resistant nephrotic syndrome (SRNS): Influence of
duration of therapy on risk of relapse.
K. Hoernschemeyer, L. Pape, J. Drube
Hannover Medical School, Hannover, Germany

a. Objectives
For many years CsA has been widely used to maintain remission in SDNS and
FRNS. Yet it remains unclear when this therapy should be discontinued and
what is the risk of a relapse.
b. Methods
We conducted a retrospective analysis in all our patients with either FRNS or
SDNS treated in our outpatient department since 1994. Data of all 53 patients were
analyzed including age of start and duration of CsA maintenance therapy, CsA
trough level, first relapse under or after CsA therapy, or relapse during tapering.
c. Results
Fourteen patients suffered no relapse after discontinuing CsA maintenance
therapy (GR1). Median duration of follow-up was 56 months (range 6 to
189 months). Another 12 patients suffered a relapse after tapering (median
4.6 months; range 1 to 17 months) (GR2). Eleven patients suffered a relapse
during CsA-tapering (GR3). In 16 patients a relapse occurred during CsA
maintenance therapy (GR4). Relapses occurred 22 months (median; range 1
to 123 months) after start of CsA. All relapsing patients under maintenance
therapy had a documented history of non-adherence. The four groups did not
differ significantly in distribution of gender, the median of age at start of CsA,
the median of age at end of CsA or value of the CsA trough level. The
percentage of patients with SRNS was 36%, 25%, 9% and 19% in GR1-4,
respectively. The duration of CsA therapy (median) was 44, 35, and 27months
for GR1-3, respectively. Patients suffering no relapse after tapering of mainte-
nance therapy had significantly longer exposure to CsA (p=0.029). Tapering
was conducted over a median period of 9.5 months (range 4-15 months) in
GR1 und 10.2 months (6-15 months) in GR2.
d. Conclusions
We conclude that the risk of suffering a relapse during tapering or after CsA
maintenance therapy is subject to the period over which therapy was conduct-
ed previously. After three to four years of therapy the risk is significantly lower
compared to treatment over two to three years.

PO-283
The effect and safety of rituximab treatment in children with refractory
nephrotic syndrome
T. Zhang, Q. Shen, H. Xu, X.Y. Fang, L. Sun
Children's Hospital of Fudan University, Shanghai, China

a. Objectives
We analyzed the effect and safety of rituximab in children of primary refractory
nephrotic syndrome (NS) and explored the factors related to the prognosis.
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b. Methods
Frequent relapsing-steroid dependent NS and calcineurin inhibitor
(CNI)-dependent steroid resistantNS patients, who received rituximab
and were followed more than 6 months in Children's Hospital of
Fudan University from March 2011 to December 2014, were enrolled
in this study. Rituximab was given for 1 to 2 doses. Some of the patients
were added Mycophenolate mofetil for 1-2 yearswhen CD19>1% (abso-
lute value> 10 mm3).
c. Results
1.A total of 32 cases were enrolled in this study. Patients were follow-
ed for a mean duration of 18.0 months. Frequent relapsing-steroid de-
pendent NS accounted for 72% and minimal change diseaseaccounted
for 75%. 20 cases received one dose of rituximab. 17 cases weere
added Mycophenolate mofetiltherapy. 2. Rituximab therapy led to a
significant reduce in relapse rates (median2.5 relapses/year before and
median0 relapses/year after, P<0.001). Sustained remission rate is
68.8% and 48.1% at 6 and 12 months respectively. There was no
statistically different effective between different clinical groups, patho-
logical types and doses. MMF therapy could prolong the remission
duration (15.0 months vs 3.3 months, P=0.002). 3. No patients devel-
oped severe complications.
d. Conclusions
Rituximab is effective and safe to treat the primary refractory NS in children.
Mycophenolate mofetil can prolong the remission duration.

PO-284
The unknown price of prolonged remission achieved with intensive im-
munosuppression in children with steroid dependent nephrotic syndrome
M. Drozynska-Duklas, I. Zaluska-Lesniewska, I. Balasz-Chmielewska, I.
Zagozdzon, O. Bielska, A. Zurowska
Department of Paediatrics, Nephrology and Hypertension,Medical University
of Gdansk, Gdansk, Poland

a. Objectives
Idiopathic nephrotic syndrome (INS) in children is regarded as a condition
with a good prognosis. While the majority of patients respond to steroid ther-
apy, 39% are steroid-dependent or frequent relapsers. In the last 2 decades a
number of immunosuppressive (IMS) drugs have been widely used in children
with INS. The report presents the accumulative dosage of IMS drugs admin-
istered to a subgroup of children with highly steroid-dependent INS necessary
to keep them in remission
b. Methods
Data of 14 patients (9 boys and 5 girls) with high dose steroid dependent
INS were included. Mean age at a time of analysis was 13,9 years.
Biopsy findings ranged from minimal change disease to diffuse
mesangial proliferation. The number of immunosuppressive interven-
tions and duration of each therapy were calculated. Complications of
prescribed treatment were noted.
c. Results
The mean cumulative duration of steroid treatment was nearly 95 months. 10/
14 subjects had received at least one course of Cyclophosphamide for 8-12
weeks. Calcineurine inhibitors were prescribed in all cases for a mean duration
of nearly 6 yrs (69 months; range from 16 to 171 months). The mean duration
of Mycophenolate Mofetil therapy was > 2 years (31 months). All of the
children had received at least one dose of Rituximab (range :1-7 doses).
Susceptibility to infections was noted in 6/14 patients, including incidences
of atypical infections such as: Tuberculosis (1/14), Pneumocystis jiroveci
pneumonia (2/14) or Pertussis(1/14). Steroid adverse effects were common
and included hypertension (6/14), short stature( 6/14), osteoporosis (3/14),
compressive vertebral fracture (1/14) and cataracts (3/14).
d. Conclusions
There is concern on the long time consequences of prolonged intensive im-
munosuppression in children with steroid dependent NS. Studies on the long
term consequences of prolonged treatment of individual drugs and their com-
binations are necessary to optimize management of this challenging group of
INS children.

PO-285
Non-steroid treatment of nephrotic syndrome relapses in children with
steroid dependent/resistant nephrotic syndrome
L. Karnisova(1), P. Geier(2), J. Feber(2)
(1) Department of Pediatrics, University Hospital Motol, Prague, Czech
Republic; (2) Children's Hospital of Eastern Ontario, Ottawa, Canada

a. Objectives
Patients with steroid resistant (SR) and steroid-dependent (SD) nephrotic syn-
drome (NS) are usually exposed to long term/intermittent high dose cortico-
steroids (CS) for treatment of NS relapses, which may have potentially signif-
icant adverse effects. It is therefore desirable to minimize the CS exposure in
these patients.
We reviewed our experience with the treatment of NS relapses by increasing
the dose of tacrolimus (TAC) to achieve a higher TAC trough level of 7- 9
μg/L without concomitant CS treatment in otherwise stable patients on main-
tenance TAC therapy (usual target TAC trough level 3- 5 μg/L).
b. Methods
Patients with SRNS and SDNS with biopsy proven minimal change disease
who developed relapses of their NS during maintenance TAC treatment were
retrospectively analyzed. Time to remission, changes in Schwartz GFR
(eGFR) and BP were recorded.
c. Results
Six patients (2 SRNS and 4 SDNS) were treated for 6 episodes of NS relapse
with an increased TAC dose without CS. The average TAC level increased
from 3.1 ± 0.9 μg/L at baseline to 8.0 ± 0.7 μg/L after TAC increase. All
patients achieved remission after an average of 21 days (range = 7-30 days); in
most patients the dose of TAC was reduced to pre-relapse levels after approx-
imately 1 month. Median eGFRwas 116ml/min/1.73m2 (93 – 169) at the time
of TAC increase and 126 ml/min/1.73m2 (95-195) one month after achieving
remission (not significantly different). The BP remained stable during the
treatment of relapse.
d. Conclusions
Transient increase of the dose/level of TAC was successful in inducing remis-
sion in patients on maintenance TAC therapy without renal function deterio-
ration and blood pressure changes. It can be regarded as a promising steroid-
free treatment of NS relapses in children with SRNS and SDNS on long term
TAC maintenance treatment.

PO-286
Combination with tacrolimus and mycophenolate mofetil therapy in
child-onset steroid-resistant nephrotic syndrome who were resistant or
part-response to tacrolimus of single-center experience
L. Qiu, J. Zhou
Tongji Hospital, Tongji Medical College, Huazhong University of Science and
Technology, Wuhan, China

a. Objectives
Some cases of childhood steroid-resistant nephrotic syndrome (SRNS) are
intractable. Tacrolimus (TAC) are often used as a second-line treatment for
those children. Some of the SRNS children are resistant or part-response to
TAC. We examined those patients after the treatment of combination with
prednisone and tacrolimus and mycophenolate mofetil in order to evaluate
the effects of combined multi-target therapy.
b. Methods
The clinical data of 31 SRNS children who were resistant or part-response to
TAC between January 2012 and September 2015 were collected. The clinical
effect of prednisone combined with MMF and TAC was analyzed.
c. Results
A total of 31 patients met inclusion criteria with a mean follow-up of 1.4 years
(range 0.6-3.7 years). Histopathological diagnoses were focal segmental
glomerulosclerosis (16),IgM nephropathy (9), IgM nephropathy (3) and min-
imal change disease (3). 23 (74.2%) of the 31 patients were in complete
remission. 4(12.9) of 31 patients were part response. 4(12.9) of 31 patients
were resistant. The mean time to achieve remission was 44.1± 17.6 days in
complete remission patients. 6(19.3%) patients relapsed during the study
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period. They were in remission again after increasing the dose of therapy with
themean time to achieve remission were13.5± 7.6 days.No patients progressed
to ESRD during the study period. No acute kidney injury (AKI) episodes
happened. The fasting blood glucose and blood pressure levels during the
therapy were in normal range. we performed Next generation sequencing of
a panel of 21 genes underlying the most common genetic nephrotic syndrome
were performed in 8 patients who were resistant or part-response to the com-
bined therapy. Pathogenic genes mutations were identified in 4 patients.
d. Conclusions
Prednisone combined with MMF and TAC is effective and safe for the treat-
ment of SRNS children with TAC resistant or part-response. Genes mutation
analysis facilitates screening of genetic SRNS in patients with multi-targets-
therapy-resistant.

PO-287
Long-term effects of rituximab on immune competence in idiopathic ne-
phrotic syndrome
M. Vivarelli, M. Colucci, L. Massella, G. Corpetti, F. Emma
IRCCS Bambino Gesù Pediatric Hospital, Rome, Italy

a. Objectives
Despite its ability to induce prolonged remission and reduce concomitant
immunosuppression in nephrotic syndrome pediatric patients, rituximab
(RTX) treatment induces a transitory but profound B cell depletion that may
affect acquired long-term immunological memory. We describe the effect of
RTX on immune competence and vaccine response in 3 steroid-dependent
nephrotic syndrome (SDNS) patients.
b. Methods
Two female (15- and 14-yr-old, respectively) and one male (11-yr-old) SDNS
patients, previously vaccinated for required immunizations, were treated with
one (pt 2) or two infusions (pts 1 and 3) of RTX (375 mg/m2). Concomitant
immunosuppression was tapered and discontinued. No relapse occurred dur-
ing the entire follow-up. B cell subset levels expressed as % of total lympho-
cytes were assessed at baseline and up to 7 years post-infusion for all patients.
Total and specific circulating IgGs were evaluated up to 7 years after RTX
treatment.
c. Results
Pt 1 reconstituted total B cells 12months after RTX treatment (6.3% vs 8.7% at
baseline), but all memory (0.9% vs 3.6%) and in particular switched memory
B cells (0.06% vs 1.5%)were still reduced at 7 yrs from infusion. Total B cells,
memory, and switched memory B cells were still profoundly depleted at 7 yrs
in pt 2 (5.2%, 1%, and 0.3% vs 22.2%, 9.6%, and 5.2% at baseline, respec-
tively). Pt 3 showed recovered total B cells at 11 months (7.4% vs 10.6% at
baseline), but still depleted memory (0.4% vs 2.7%) and switched memory B
cells (0.05% vs 1.2%) at 7 yrs from infusion. All three patients resulted
hypogammaglobulinemic for as long as 7 years post-RTX and pt 3 required
periodic IVIg infusions and developed a chronic EBV infection. In patients 1
and 2, IgGs specific for vaccinal antigens (hepatitis B) were completely absent
7 years after RTX treatment.
d. Conclusions
In INS, treatment with RTX may profoundly affect long-term immune com-
petence by depleting memory B cells in some patients, who have an excellent
clinical response in terms of disease remission.

PO-288
Rituximab in difficult paediatric nephrotic syndrome: An account from
Eastern India.
B. Maji, R. Sinha, S. Banerjee
Institute of Child health, Kolkata, India

a. Objectives
To analyze the utility of rituximab in difficult nephrotic syndrome (NS).
b. Methods
Data was collected for all children with NS who received rituximab from
May 2011 to May 2015 with at least 6 months of follow up. Steroid resistant
(SRNS) and steroid dependent / frequently relapsing (SDNS /FRNS) were

identified as per standard definition. Complete response (CR) for SRNS was
defined as normalisation of serum albumin and urinary protein creatinine ratio
(UPCR) whereas for partial response (PR); 50% improvements in these pa-
rameters along with albumin at last follow up ≥ 2gm/dl.
c. Results
42 children (55% male) were identified (SRNS =11, SDNS/FRNS =31).
Among SRNS all had failed steroid (S), mycophenolate(M) as well as calcine-
urin inhibitor (CNI) except two who were CNI naïve. Among the
SDNS/FRNS group, 20 (64%) children had failed all drugs (S, M, CNI &
cyclophosphamide) and the rest were CNI naive. Majority were minimal
change nephrotic syndrome (MCNS) (64%) followed by focal segmental
glomerulosclerosis (FSGS, 24%). Median age was 8.1 (Range 2.5 – 18.6)
years with median follow up post rituximab 14 (Range 6 to 45) months.
Rituximab was given as infusion at 375 mg / m2 . Each cycle constituted of
2 injections at an interval of 1-2 weeks followed by confirmation of B cell
depletion. Single cycle achieved total B-cell depletion in all. Median duration
for normalisation of CD 19 was 5.05 (2 – 7) months. Among the SRNS, serum
albumin rose from 1.71 (SD ± 0.37) to 2.48 (SD ± 0.76) g/dl, (p=0.01). 18% of
SRNS (n=2) achieved CR another 36% PR (n=4). Steroid threshold among
SDNS/FRNS fell from 0.55 (SD ± 0.47) to 0.24 (SD ± 0.35) mg/kg, p =0.004
and dose of steroid at last follow up fell from 0.93 (SD ± 0.61) to 0.32 (SD ±
0.52) mg/kg, p =0.0009. 39% of SDNS/FRNS (n=12) did not have any relapse
during the follow up period andmedian time to first relapse was 8 (Range 0.3 –
25) months.
d. Conclusions
Rituximab was demonstrated to be useful for children with difficult NS.

PO-289
Evolving demographics of Nephrotic Syndrome; equal gender distribu-
tion and older age at onset for girls in NOL - Nephrosis Online Study of
498 Caucasian children
M. Drozynska-Duklas(1), A. Moczulska(2), M. Panczyk-Tomaszewska(3), D.
Ostalska-Nowicka(4), M. Szczepanska(5), M. Tkaczyk(6), K. Kilis-
Pstrusinska(7), A. Zurowska(1)
(1) Department of Paediatrics, Nephrology and Hypertension,Medical
University of Gdansk, Gdansk, Poland; (2) Pediatric Nephrology and
Dialysis Unit, Jagiellonian University Medical College, Cracow, Poland; (3)

Department of Pediatrics and Nephrology, Medical University of Warsaw,
Warsaw, Poland; (4) Department of Pediatric Cardiology and Nephrology,
Poznan University of Medical Sciences, Poznan, Poland; (5) Department and
Clinic of Children's Nephrology, Medical University of Silesia, Zabrze,
Poland; (6) Department of Pediatrics and Immunology with Nephrology
Unit,Polish Mother's Memorial Hospital Research Institute, Lodz, Poland;
(7) Department of Pediatric Nephrology, Wroclaw Medical University,
Wroclaw, Poland

a. Objectives
The landmark study of nephrotic syndrome (NS) in 471 children, the
International Study of Kidney Disease in Children (ISKDC) from over 35
years ago, observed a predominance of boys (2:1) and preschool age at onset.
70% of children were < 6 yrs of age with a mean age of 4.7 yrs at onset. The
vast majority had MCNS on kidney biopsy. 93.8% of children achieved
remission.Data concerning contemporary demographics and clinical course
of INS in children is scarce. We report prospective data collected through a
web based platform – Nephrosis Online (NOL)- between 2013-2015.
b. Methods
The demographic data and clinical course of 492 Caucasian children with 1st

episode of NS from 16 Pediatric Nephrology centers was analyzed.
c. Results
Among 492 children, 482 had primary NS. An equal distribution was noted
between genders: 268 boys (54.4%) and 224 girls (45,6%) (p>0,05). Themean
age at diagnosis was 5,0 ±3,9yrs and 70% were <6 yrs at onset. The mean age
at diagnosis for females was higher than for males (71 vs. 58months, p=0,002).
Only 14,1% (53/375) of episodes were preceded by a recognized infection
(mainly respiratory tract infection) and 6,6% children demonstrated dental
caries. 12% children had a prior positive medical history for allergy. 90,7%
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of children responded to steroids, the remaining presented primary steroid
resistance (46/482). Mean time to remission was 12±11 days. 80% of the
analyzed cohort achieved remission within 14 days of steroid therapy.
d. Conclusions
The demographics of NS in Caucasian children is evolving with equal gender
distribution and girls manifesting at a later age. Steroid sensitivity rates have
remained constant over the last generation.

PO-290
Bronchiectasis in mycophenolate mofetil-treated children: not just a mat-
ter of renal transplantation
B. Beauval, O. Dunand, V. Leroy
CHU Felix Guyon, Saint Denis, Reunion

a. Objectives
Mycophenolate mofetil (MMF) is an immunosuppressive agent acting as an
inhibitor of T- and B-cell proliferation. Initially used as part of antirejection
regimen in renal transplantation, MMF has been shown to be effective in the
treatment of immunological disorders, including nephrotic syndrome. In kid-
ney transplant recipients under MMF, there have been reports of acquired
hypogammaglobulinemia and bronchiectasis.
b. Methods
We report the cases of 3 children who developed bronchiectasis while being
treated with MMF for steroid-sensitive nephrotic syndrome (SSNS) or kidney
transplantation.
c. Results
Two patients were treated with MMF alone for a frequently relapsing
SSNS; the kidney transplant patient received an immunosuppressive
regimen with MMF, prednisone and tacrolimus. The diagnosis of bron-
chiectasis, based on clinical history and thoracic computed tomography
scan, was made at 6, 12 and 17 years of age. None of the children had
previous history of recurrent infections. The symptoms of bronchiectasis
began 16 to 28 months after the introduction of MMF. At the time of
diagnosis, hypogammaglobulinemia was found in one patient, neutrope-
nia in two patients. MMF was discontinued in all patients, and replaced
by levamisole in nephrotic patients or azathioprine in the renal transplant
recipient. Parenteral immunoglobulin replacement was started in the
SSNS patient with hypogammaglobulinemia. The pulmonary manifesta-
tions of bronchiectasis disappeared 9 and 18 months after MMF discon-
tinuation in 2 patients, but still persisted at 18 months follow-up after
MMF withdrawal in the last patient with SSNS.
d. Conclusions
This report suggests that bronchiectasis may occur in patients receiving MMF,
independently of the underlying condition or the immunosuppressive regimen.
It underlines that even normal immunoglobulin levels does not prevent the
development of bronchiectasis. Thus, recurrent respiratory symptoms in
MMF-treated children should imperatively prompt further investigations for
bronchiectasis.

PO-291
Clinical and pathological predictors of renal dysfunction in a Brazilian
cohort of pediatric patients with Minimal Change Disease and Focal
Segmental Glomerulosclerosis
B.P. Froes, A.C.Q. Mendonça, E.A. Bambirra, S.D.A. Araújo, E. .A. Oliveira,
A.C. Simoes E Silva, S.V.B. Pinheiro
Clinics Hospital, Federal University of Minas Gerais, Belo Horizonte, Brazil

a. Objectives
Nephrotic syndrome (NS) is one of the most common causes of chronic kidney
disease (CKD) in the pediatric population. This study aimed to evaluate clin-
ical and pathological variables as predictors of renal dysfunction in a cohort of
Brazilian children and adolescents with NS.
b. Methods
Pediatric patients with primary MCD and FSGS enrolled at our Pediatric
Nephrology Unit (UNP-HC-UFMG) between 1970 and 2014 were assessed.
The primary outcome was defined as decline of 50% of glomerular filtration

rate (GFR) comparedwith the value of admission in our service. Biopsies were
reevaluated, and for cases of FSGS the Columbia Classification was applied.
Clinical and pathological variables were analyzed. Immunohistochemistry for
CD44 in Visceral Epithelial Cells (VEC) and Parietal Epithelial Cells (PEC)
was performed. Survival analysis was used to assess the time until the occur-
rence of the event of interest.
c. Results
A total of 66 patients (35 male) were included in the analysis. The
median age of onset of symptoms was 5.1 years, the admission age
was 6.1 years and the follow-up time was 8.9 years. Regarding pathol-
ogy, 40.9% of patients had diagnosis of FSGS. At endpoint, 21.2% of
patients evolved with a decline of GFR equal or greater than 50%. In the
multivariate analysis, three variables maintained an independent associ-
ation with renal function deterioration: resistance to steroids (HR=10.4,
95%CI=2,6-41.3, p<0.001), amount of tubulointerstitial fibrosis/tubular
atrophy (HR=1.66, 95%CI=1.17-2.35, p=0.004) and percentage of glo-
meruli with positive staining for CD44 in PEC location (HR=1694.7,
95%CI=3.0-952,033.1, p=0.021).
d. Conclusions
this study proposes the identification of clinical, laboratory and patho-
logical variables able to predict the progression of CKD in pediatric
patients with NS.Pediatric patients who have developed resistance to
steroids, tubulointerstitial fibrosis/tubular atrophy or positive staining
for CD44 in PEC location presented a higher risk of deterioration of
renal function.

PO-292
Endothelial dysfunction in children with steroid resistant nephrotic
syndrome
J. Kari(1), C. Quinlan(2), J. Deanfield(3), R. Shroff(3), K. Tullus(3)
(1) King Abdulaziz University, Jeddah, Saudi Arabia; (2) The Royal Children's
Hospital, Melbourne, Australia; (3)Great Ormond Street Hospital for Children
NHS Trust, London, United Kingdom

a. Objectives
Children with steroid resistant nephrotic syndrome are at risk of early athero-
sclerosis because of associated persistent hyperlipidemia, and hypertension.
b. Methods
Eight childrenwith steroid resistant nephrotic syndromewithmean±stan-
dard deviation age of 10.8± 4.2 yearsat recruitment and mean disease
duration 40.9±20.7 months were studied. All children were normotensive.
Measurement of their carotid artery intima media thickness (cIMT) was
done by using using B-mode ultrasound. Results were compared with
healthy controls.
c. Results
Children with SRNS had significantly thicker cIMT of 0.44±0.04mm com-
pared to controls 0.37±0.59mm (p <0.01). They also had high total cholesterol
mean (SD) 5.4 (2.0) mmol/L (normal <5.2), but normal triglyceride, low
density lipoprotein, very low density lipoprotein andhigh density lipoprotein.
The mean±SD creatinine was 45.1 ± 15.0 μmol/L and the mean urea 4.2 ± 1.8
mmol/L.
d. Conclusions
Children with SRNS had an abnormal vascular phenotype with thicker cIMT
and evidence of hypercholestrerimia

PO-293
Correlation between serum lipids and serum albumin in childhood
Nephrotic syndrome
M. Matnani, A. Singh, S. Agarkhedkar, S. Chavan
D.Y.Patil Medical College, Pune, India

a. Objectives
1.To evaluate the correlation between Lipid profile-total cholesterol (TC),
LDL(low density lipoprotein), HDL(high density lipoprotein) and serum tri-
glycerides (TG) with serum albumin levels in children with nephrotic
syndrome
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2.To evaluate the differences in lipid profile in nephrotic patients with relapse
versus remission
b. Methods
All children with nephrotic syndrome in the age group of more than 2 year and
less than 12 years.
Fasting lipid profile samples (i.e- Se Cholesterol, Triglycerides, HDL and LDL
along with Se. Albumin were taken from patients while in relapse and after 4
weeks of remission.
Patients in relapse and newly diagnosed cases were followed-up after 4 weeks
of steroid therapy and samples for serum protein and serum lipid were taken
for comparison
c. Results
Table 1: Comparison of lipid profile of patients in remission with patients
in relapse

Lipid profile Remission Relapse P Value
Yes (n=20) No (n=30)

Mean SD Mean SD

Sr. Cholesterol 132.90 30.682 386.87 143.565 <0.0001

Sr. Triglyceride 94.55 54.033 347.03 300.077 <0.001

Sr. HDL 41.10 8.032 54.03 17.641 <0.005

Sr. LDL 87.50 17.163 248.03 150.670 <0.0001

Table 2: Comparison of lipids profile at relapse and after 1month follow up

Lipid profile At Relapse
(n=30)

At follow up in
remission (n=30)

P Value

Mean SD Mean SD

Sr. Cholesterol 386.87 143.565 194.07 50.316 <0.0001

Sr. Triglyceride 347.03 300.077 169.60 92.289 <0.0001

Sr. HDL 54.03 17.641 50.73 9.340 >0.05

Sr. LDL 248.03 150.670 133.73 57.197 <0.0001

d. Conclusions
1.There is statistically significant inverse correlation between high
S.Cholesterol, S Triglycerides, S. LDL cholesterol and S.HDL cholesterol
and low S.albumin levels. 2.Serum lipids were evaluated after 4 weeks of
steroid therapy and were found to be significantly lower (except HDL choles-
terol) and were statistically significant. 3.HDL cholesterol levels continued to
remain high in the remission group (after 4 weeks of steroid therapy), suggest-
ing? protective effect

PO-294
Use of rituximab in patients with steroid-dependent nephrotic syndrome
and steroid-resistant nephrotic syndrome
J.M. Liern, C. Mannotas, P. Bonani, G. Vallejo
Children`s hospital Ricardo Gutierrez, Buenos Aires, Argentina

a. Objectives
Assess use of rituximab (RTX) in the steroid-dependent nephrotic syndrome
(SDNS) and steroid-resistant nephrotic syndrome (SRNS)
b. Methods
Including patients between 2-18 years old, with SDNS and SRNS,
mophetil mycophenolate, ciclophosphamide and cyclosporine resistant
or dependent.
GFR > 90ml/min/1.73m2

We excluded patients with:
1) gastric or duodenal ulcers
2) active Tumors
3) infections, with or without specific treatments

4) sensitivity established drug
5) Pregnancy
We suspended the treatment if it happened:
1) Reduction of CrCl> 30% from baseline levels for a period longer than 3
months
2) Leukopenia (WBC count <3000 / mm3)
3) Refractory anemia
4) Active infection
5) Persistent gastrointestinal intolerance
Scheme for SRSN: RTX 375 mg / m2 / week doses, for 4 weeks
Scheme for SDNS: RTX 375 mg / m / weekly doses, for 2 weeks
Controls performed:
Months 3: CD20
Monthly: renal function, hemogram, electrophoretic proteinogram,
lipidogram, proteinuria.
c. Results
Received treatment 9 patients (mean age 9 years, range from 7 years to 16
years), : 5 SRNS and 4 SDNS. Table 1
No adverse events occurred

& Evolution of the two groups during treatment
d. Conclusions
The RTX could be a therapeutic alternative in the SRNS and SDNS

PO-295
Daily administration of Levamisole increases response rate in patients
with frequently relapsing or steroid dependent nephrotic syndrome.
S. Banerjee(1), J. Sengupta(2)
(1) Calcutta Medical Research Institution, Kolkata, India; (2) AMRI Hospital,
Kolkata, India

a. Objectives
Levamisole is an inexpensive steroid sparing agent commonly used in fre-
quently relapsing (FR) and steroid dependent (SD) nephrotic syndrome
(NS). Its conventional use as alternate day therapy does not have a scientific
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basis since plasma half-life is only 5 hours. We present an observational study
in which patients who did not respond to alternate day Levamisole dosing
(AD-LEV) were placed on daily therapy (OD-LEV), before proceeding to
further immunosuppressive medications.
b. Methods
Patients with FRNS or SDNS attending clinics in 2014-15 who received AD-
LEV as a steroid sparing agent were followed. Patients who did not respond
within 6 months were changed to OD-LEV therapy for a further 6 months.
Response was defined as - reduction of cumulative steroid dose, number of
relapses and steroid threshold (in case of SDNS) to less than 50% of values of
the previous 6 months. Clinical, hematological and biochemical monitoring
was performed on monthly basis.
c. Results
Out of 220 children with FR/SDNS, 121 received AD-LEV. Of these,
75% were males, mean age was 6.27 (range 1.8 to 16) years, 61% had
FRNS and 39% SDNS. Sixty-nine (57%) patients responded to AD-
LEV. Out of the non-responders, 31 children were treated with OD-
LEV and 20 responded. Thus in total 89 (74%) patients responded to
Levamisole and avoided further immunosuppressive therapy. Response
to both AD-LEV (p<0.0001) and OD-LEV (p=0.04) was significantly
greater in FRNS than SDNS. Two patients developed mild neutropenia
in association with viral illnesses during the course of Levamisole
therapy.
d. Conclusions
Levamisole is a useful steroid sparing agent particularly in developing
countries due to low cost, convenient monitoring requirements and
relative low toxicity. Daily dosing increases the number of responders
and reduces the requirement for more potent immunosuppressive
agents.

PO-296
A case of stroke in a child with nephrotic syndrome
V. Serio(1), A. Di Fiore(2), G. Malgieri(1), M.T. Saravo(1), V. Bruno(2), C.
Torninacasa(2), A. De Luca(1), C. Pecoraro(1)
(1) Santobono Hospital, Naples, Italy; (2) University of Naples "Federico II",
NAPLES, Italy

a. Objectives
It’s known that nephrotic syndrome is a predisposing factor for venous throm-
botic events
b. Methods
In case of arterial thrombosis in patients with nephrotic syndrome we recom-
mend to search other trombotic risk factors
c. Results
We report an explecative case of left internal carotid artery thrombosis
in a 6 year old boy suffering from cortico-dependent nephrotic syn-
drome minimal change disease since 2 years old.On admission,the pa-
tient was being treated with tacrolimus and prednisone but showed
relapse;neurological and cardiologic examination were normal.It was
replaced tacrolimus with ciclosporin and increased prednisone.In the
ninth day,the patient presented with right hemiplegia and aphasia.A
brain magnetic resonance reveled hyperacute infarction of left internal
capsule (Fig. 1) with thrombosis from left internal carotid artery to the
middle cerebral artery.Laboratory data reveled hemoglobin 14.4gm/
dl;hematocrit 40%;platelet count 438.000/μL;protrombin time and acti-
vated partial tromboplastin time were normal;fibrinogen 602mg/
dl;serum total protein 4.9g/dl;albumin 1.7g/dL;and 24-hour urine pro-
tein 16,38gr.The plasma antitromina III and protein C activity were
46(normal 80-120)and 170%(normal 70-140),respectively.Plasma anti-
gen level of total protein S was normal.Antinuclear antibodies,lupus
an t icoagulant and ant icardio l ip in ant ibodies were a l l non
reactive.Activated Protein C Resistancewas 0.62(nRatio > 0.70).Then
was detected V Leiden mutation(G1691A/G1691 heterozygous).It was
also identified positive Mycoplasma pneumonia serum antibodies.The

patient was treated with enoxaparin and acetylsalicylic acid with clin-
ical improvement

& Hyperacute ischemic injury of left internal capsule
d. Conclusions
In patient with long lasting nephrotic syndrome the coexistence of other
thombotic factors,such as V Leiden mutation and positive Mycoplasma pneu-
monia serum antibodies,increase the risk of venous thrombotic events and
predispose to arterial thrombosis

PO-297
Efficacy of cyclophosphamide in calcineurin inhibitor dependent steroid
resistant nephrotic syndrome
K. Mishra, A. Sinha, P. Hari, A. Dinda, A. Bagga
All India Institute of Medical Sciences, New Delhi, New Delhi, India

a. Objectives
While calcineurin inhibitors (CNI) have established efficacy in inducing &
maintaining remission in patients with steroid resistant nephrotic syndrome
(SRNS), prolonged therapy causes significant toxicity, necessitating switch
to non-nephrotoxic drugs in patients with relapses. Oral cyclophosphamide
induces prolonged remission in patients with frequently relapsing steroid sen-
sitive nephrotic syndrome, but its efficacy in patients with prior steroid resis-
tance is not reported
b. Methods
We retrospectively reviewed disease outcomes ≥6-months following 12-
weeks therapy with oral cyclophosphamide for frequent steroid sensitive
relapses in patients, 2-18 yr-old, with complete or partial remission of
SRNS during or following ≥2-yr therapy with CNI and prednisolone.
Results are reported as median (interquartile range) or n (%) and
analysed using sign rank and chi-square tests. Relapse-free survival
was determined using the Kaplan-Meier method and its determinants
examined using univariate Cox regression.
c. Results
Table describes 26 patients (6 girls) with CNI- & steroid-dependent SRNS
administered oral cyclophosphamide following CNI therapy during 2000-
2015. Therapy was associated with favourable response in 24 (92.3%) pa-
tients, with remission lasting median 10 months (Fig.), and a low frequency
of relapses. At 6 and 12 months after therapy, 16 (61.5%) and 11 (42.3%)
patients, respectively, were in sustained complete remission, while 4 (15.4%)
and 6 (23.1%) patients showed frequent relapses. Renal function was pre-
served in all patients. No significant complications were noted. Eight (31%)
patients required alternative agents. Baseline characteristics did not predict
response to cyclophosphamide.
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& Table: Characteristics and outcome of included patients. Figure: Relapse
free survival after therapy with cyclophosphamide

d. Conclusions
Cyclophosphamide maintains satisfactory remission in patients with SRNS.
Randomized studies should examine relative safety & efficacy of prolonged ther-
apy with CNI versus cyclophosphamide in patients with CNI-dependent SRNS.

PO-298
Spectrum of renal biopsies in children with difficult to treat Nephrotic
syndrome in a developing country
M. Patil, P. Mutalik, P. Inamdar, A. Majeed, S. Kurbet, V. Patil, N.
Mahantshetti
Jnmc, Belgaum, Belgaum, India

a. Objectives
Ø PRIMARY OBJECTIVE: To study the spectrum of histopathological find-
ings in children with difficult to treat Nephrotic Syndrome in Belgaum,
Karnataka, India.
Ø SECONDARY OBJECTIVE: To obtain the correlation between pre-biopsy
clinical findings and the histopathological pattern of these children.
b. Methods
A 2 year hospital based retrospective observational study was done at Pediatric
Nephrology division of KLE’S Dr. Prabhakar Kore hospital of Belgaum,
Karnataka, India. The study was done from Jan 2013- Jan 2015. Cases were
diagnosed as Nephrotic syndrome as per ISKDC (International Study of
Kidney Diseases Classification) Guidelines and renal biopsy was performed
in those children who had steroid resistance/dependence, frequent relapses,
prior to alternative therapies and in atypical presentations. The biopsy samples
were processed with light microscopy and Immunofluorescence and were
reviewed by a single pathologist.
c. Results
A total of 25 children were enrolled with median age of onset of 4.5 years and
male to female ratio of 0.47:1. The average age of presentationwith SRNSwas
3.9 years and the mean age at biopsy was 6 years. The youngest child was 9
months old. The most common histopathological variety was MCNS in 13
cases (52%) followed by FSGS in 6 (24%) children, IgAN in 3(12%) and 1
case each of MesPGN, IgMN and Finnish types.
d. Conclusions
Our study found that MCNS is the most common histopathological type seen
in difficult to treat NS. This is in accordance with other published literature.

PO-299
Mesangio proliferative glomerulo nephritis (MesPGN) with or without
immune deposits and response to mycophenolate mofatil and Tacrolimus
I. Ijaz
Ghazi khan medical college, Lahore, Pakistan

a. Objectives
Objective of the study was to find out the clinical and histological character-
istics of the patients who were found to have MesPGN and their response to
MMF and tacrolimus
b. Methods
This was a retrospective descriptive study over the period of 6.5 years, from
Feb 2009 to Seo 2015. Record of 89 Nephritic patients who underwent kidney
biopsy were re viewed. Eleven pat ients fu l f i led cr i te r ia of
Mesangioproliferative( MesPGN) who also received MMF and
Tacrolimus.Their record includind clinical, histological characteristics, treat-
ment given and response to treatment was recorded.
c. Results
Mean age was 6.8 Y ,(Min 3.0 and Max 10.0 Y) 63.64% were male and
36.36% were female, Mean proteinurea was 1.47G/dl(min 1.0 and max
2.5), mean eGFR 113.27ml/min/1.73m2 (min 100 and max 125 .Mean
duration of response to mycophenolate mofetil( MMF) was 3.2 weeks
and mean duration of response to Tacrolimus was 1.636 weeks. Total
duration of follow up was 3.5 Y, eight patients had microspic hematurea
and one had gross hematurea.Three patits were found to have grade 1
hypertension. Histology revealed increased mesangial cellularity and
proliferation in all, nine patients had some degree of tubular atrophy,
some degree of interstitial scarring and lyphocytic infiltration was found
in eight patients.Eight patients had IgM deposits, while C3, IgA and C1q
deposits were found in three patients. MMFwas started for steroid resis-
tance in four patients and for frequent relapser and steroid dependent
behaviour in seven patients. Nine patients achieved complete respose
with MMF while two had partial response. Tacrolimus was added for
two partial responders and in one patient who stopped MMF because of
severe diarrohea, lading to complete remission in all three patients on
Tacrolimus.
d. Conclusions
MMF and tacrolimus are effective treatment options for MesPGN with histo-
logical evidence of tubular atrophy, interstitial scarring and immune deposits

PO-300
Rituximab in Idiopathic Nephrotic Syndrome - Sistematic Review
R.F.S. Roque(1), W. Roque Filho(2), C. Cartaxo(1), R. Otton(3)
(1) Universidade Federal da Paraiba, Joao Pessoa, Brazil; (2) Assistência
Médica Infantil da Paraiba, JoÃo Pessoa, Brazil; (3) Universidade Cruzeiro
do Sul, SÃo Paulo, Brazil

a. Objectives
Nephrotic Syndrome is the most common glomerulopathy in children and the
treatment, in some patients, is a challenge for phisicians. These children need
to use steroids and imunossupressive drugs for long periods without achieving
cure. Rituximab is an alternative in the treatment of these patients.These
reasearch aim to evaluate if rituximab is effective and safe in the treatment
of idiopathic nefrotic syndrome
b. Methods
An extensive literatre review, seaching for articles in which rituximab was
used for treatment of idiopathic nehrotic syndrome and then they were
evalueted about effectiveness in inducing negative proteinuria, effectiveness
in keeping patients free os relapse, better protocol of administration and ad-
verse effects related to the use of this drug.
c. Results
After careful evaluation, seven articles on this subject were chosen. It
was observed that there is insufficient evidence that rituximab induces
negative proteinuria in nephrotic patients, however, this drug appears to
be effective in maintaining patients in remission, when administered in
multiple doses at fixed intervals. There were few adverse effects, mild to
moderate intensity.
d. Conclusions
Althought there are few studies on this subject, we can suggest that
rituximab appears to be effective and safe for treatment of children with
idiopathic nephrotic syndrome, emerging as therapeutic option for these
patients.
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PO-301
Two Cases Of Cytomegalovirus-Related Nephrotic Syndrome In The
First Year Of Life
L. Huynh Thoai(1), T.B.T. Lai(1), N.L. Huynh(2)
(1) Children's Hospital 1, Ho Chi Minh, Vietnam; (2) Pham Ngoc Thach
University, Ho Chi Minh, Vietnam

a. Objectives
Abstract We report 2 cases of early-onset NS with evidences of CMV infec-
tion both on virology test, serum PCR (polymerase chain reaction) and histo-
logical findings on renal biopsy. After many months treated with antiviral
treatment (Valganciclovir), the patients have decreased edema with mild to
moderate proteinuria and stable renal function. These finding suggested a
causal relationship between nephrotic syndrome and cytomegalovirus
infection.
b. Methods
we describe the clinical, virological and histological features of the first two
Vietnamese cases of NS associated with CMV infection at 2 months and 11
months of age.
c. Results
The first patient had the recovery after 6 months using oral- valganciclovir, her
proteinuria decreased to 0.3mg%(1+) and no evidence of edema was observed
during 6 month follow-up period. The second patient used this drug for one
year and her proteinuria decreased gradually and renal function remained
normal, which was not expected in genetic forms
d. Conclusions
Although we had no possibility to prove that inclusion bodies contained CMV
particles, we believe that the good response for our patient to Valganciclovir,
apart from positive serum CMV PCR and biopsy result, is a good indirect
indicator of the causual relationship between CMV infection and NS in our
patients

PO-302
Rituximab and intravenous immunoglobulin in the treatment of steroid-
dependant nephrotic syndrome
J. Hogan, C. Dossier, G. Deschenes
Robert Debre Hospital, Paris, France

a. Objectives
Recent studies demonstrated the ability of Rituximab (RTX) to decrease
the number of relapse in children with steroid-dependant nephrotic syn-
drome (SDNS). However, the remission rate two years after a single
injection is only 30 to 40 % and strategies using repeated RTX injections
increase the risk of infection and of persistent hypogammaglobulinemia.
Polyvalent Intravenous Immunoglobulin (IvIg) demonstrated the ability
to modulate B cells immune response both in vitro and in vivo. We aim
to evaluate the efficacy of the association of Rituximab and IvIg to
induce long-term remission in children with SDNS.
b. Methods
12 patients with SDNS were included in a pilot study and treated with 1
injection of RTX 375mg/m2 followed by 6 monthly injection of IvIg 2g/kg
and were compared with a historic cohort of 32 patients treated with a single
injection of RTX. The primary outcome was the relapse-free survival 24
months after RTX injection. Cox regression was used to adjust for potential
confounders.
c. Results
Compared to the control group, our patients were significantly younger
(median age in years: at first flair 2.4 vs 4.4 and at RTX 10.6 vs 12.2,
p<0.001) and had more frequently been treated previously with RTX
(64.3% vs 35.7%, p<0.001). They also presented a shorter duration of
B-cell depletion (4.2 vs 5.6 months, p<0.001). During the follow-up, 2
patients in the experimental group and 15 in the control group relapsed.
Two-years relapse-free survivals were 81% and 45% in the experimental
and control group respectively with a difference in favor of IvIg close to
statistical significance even after adjustment for potential confounders,
p=0.09.

d. Conclusions
The association of IvIg with RTX tends to improve relapse-free survival in
childrenwith SDNS. This finding provides new insight in the pathophysiology
of SDNS and offers new hypothesis for basic research. A prospective random-
ized trial is currently ongoing to further demonstrate the efficacy of this strat-
egy.

PO-303
Rituximab - Efficacy and adverse events in selected children and adoles-
cents with challenging idiopathic nephrotic syndrome (INS)
F.L. Padovan, K. .M. Souza, C.F.S. Landenberger, L. .S. Henriques, B.G.S.
Schvartsman, M.H. Vaisbich
Instituto da Criança - Hcfmusp, Sao Paulo, Brazil

a. Objectives
Objective: To evaluate the efficacy and adverse effects of rituximab (RTX) in
patients with difficult-to-treat INS in prolonged use of steroids and refractory
to therapy with multiples immunosuppressive drugs.
b. Methods
Patients and Methods: Patients with challenging INS, steroid-resistant ne-
phrotic syndrome (SRNS) and steroid-dependent nephrotic syndrome
(SDNS), under 18 years-old, both gender, that had used steroids for more than
24 months and were treated previously with several immunosuppressive reg-
iments without a satisfactory response. Protocol: Patients received gamma
globulin if IgG < 500mg/dl and in the day after they received RTX (375 mg/
m2/dose) with pre-medication: methylprednisolone, paracetamol and
diphenidramine. Tacrolimus, if present, is withdrawn and maintenance is done
with mycophenolate mofetil (MMF). Follow up included counting of lympho-
cytes, especially CD19 count monthly, possible infections, as EBV, CMVand
BK virus and proteinuria. RTX was repeated as CD 19 ≥ 5% associated with
disease recurrence.
c. Results
Results: Prospective study including 13 patients, 8 boys, 7 SRNS and 6
SDNR, 4 focal segmental glomerulosclerosis and 9 minimal change; age at
presentation 4.5 ± 2.7 years and average disease duration was 12 years. Seven
patients received high-dose steroids, tacrolimus and MMF. After cyclosporine
4 patients SRNS change to SDNS. Median follow up was 28 months. Six
patients received more than one dose (5 patients received 3 doses and one
patient 4 doses). The interval between 1st and 2nd doses, and between 2nd
and 3rd dose RTX were 10 and 12 months, respectively. Mean time to CD19
reconstitution was 6±1.3 months. Steroid withdrawal was in seven patients and
five patients steroid dose was reduced. One patient show resistance for steroids
and any immunosupressive agents. No adverse events occurred.
d. Conclusions
Conclusions:RTX was effective (remission with steroid withdrawal) and
therefore is a good option in children with SDNS and SRNS who switched
to SDNS after cyclosporine.

PO-304
Nephrotic syndrome and behavior in children
P. Nussenzveig, F. A. Amaral Grossi, N.A. Da Cruz
Hospital Infantil Darcy Vargas, Sao Paulo, Brazil

a. Objectives
Objective:The nephrotic syndrome (NS) has been linked to behavioral chang-
es, whether due to therapywith corticosteroids or inherent to its chronicity.This
study was undertaken to investigate behavioral changes in children with NS
and its factors associated, concerning or not to its clinical spectrum.
b. Methods
Methods: The study selected patients aged 4 to18 years old, and included 45
patients with NS, in the period between June and December 2015 and they
were subdivided by age and clinical classification . The Child Behavior
Checklist/4-18 years was administered to their caregivers.
c. Results
Results: There are several behavior abnormalities, especially regarding the
aggressiveness (mainly in scholars). Anxiety and depression; attention
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problems and thought problems have obtained increases in their scores. The
patients who were corticosteroids sensitives have achieved lower behavior
abnormalities when they were compared with other groups.
d. Conclusions
Conclusions:Chronic illness itself exerts a strong intervention on behavioral
scope and the N S, up becoming as such, needs more allusive appreciation that
mitigate their effects in quality of the patient life. The use of large doses of
corticosteroids, seems to cause behaviors abnormalities too , because of the
localization of the corticosteroids receptors in areas involved in the regulation
of behavior, memory and temperament. Psychological support must be a part
of the treatment of these pathology..

PO-305
Analysis of patients with chronic kidney disease secondary to nephrotic
syndrome before and after transplantation
E. Vieira, K. Olandoski, M. Cunha, E. Rocha, L. Sylvestre, E. Vargas, E.
Wladika, D. Filho
Hospital Pequeno Príncipe, Curitiba, Brazil

a. Objectives
Evaluate the profile of kidney transplant patients with CKD secondary to
nephrotic syndrome in a quaternary pediatric hospital and theis main
outcomes.
b. Methods
Data were obtained retrospectively from medical records of patients who were
submitted to kidney transplantation due to CKD secondary to nephrotic syn-
drome between 1989 and 2014 until transfer to adult care.
c. Results
Eighteen patients out of 29 were male. The mean age of the diagnosis of
nephrotic syndorme was 5,5years. Biopsy revealed FSGS in 21 patients, min-
imal change disease in 3 patients, collapsing FSGE in 1 patient and terminal
FSGS in 2 patients. First scheme post corticosteroids: 8 patients used cyclo-
sporine, 11 used mycophenolate mofetil, and 2 used cyclophosphamide.
Second scheme: 7 patients used mycophenolate mofetil and 4 used cyclospor-
ine. Third scheme: 4 patients used tacrolimus, 1 used mycophenolate mofetil,
and 1 used azathioprine. Only one patient had a fourth scheme, using rituxi-
mab. Peritoneal dialysis was the replacement method used by 11 patients, and
hemodialysis for 17 patients. There were 31 transplantations since 2 patients
underwent transplantation twice. Ten out of these 31 transplantations were
with live donors. Thirteen patients had no complications after transplantation.
Cytomegalovirus was found in 13 patients and 12 had bacterial infections.
Surgical complications ocurred in 10 patients. Acute rejection ocurred in 4
patients and relapse of nephrotic syndrome in 18 patiens post tranplantation.
Lost of graft ocurred in 7 patientes.
d. Conclusions
Multicentre studies are requested to target better statistical analysis.

PO-306
Single center study on urokinase to prevent thrombosis in children with
primary nephrotic syndrome
L. Jia, X. Li, H. Tang, Y. Zhu, Q. Xu, Y. Sheng, Q. Feng, Y. Li
Children's Hospital of Soochow University, Suzhou, China

a. Objectives
High rates of children with primary nephrotic syndrome (PNS) thrombosis
were reported at home and abroad about 10%. This single-center studies of
Children's Hospital of Soochow University applied urokinase to prevent
thrombosis successfully in children with PNS.
b. Methods
Choosed all the 348 PNS patients admitted to our hospital between January
2010 and December 2015. Urokinase therapy were given with 1500-2000
u/(kg.d) initially other than normal glucocorticoid. Collected clinical data in-
cluding pathological type, steroid therapy and urokinase duration. Investigated
high coagulation state, especially side effects associated with urokinase.
Laboratory indexes including serum albumin, cholesterol, D - dimer were also
observed after urokinase administration.

c. Results
Among 348 cases of children with PNS, 63 were biopsied which confirmed 52
with mesangial proliferative glomerulonephritis (82.53%), 5 minimal changes
(7.93%), 2 membranous nephropathy (3.17%), 3 focal segmental
glomerulosclerosis (4.76%), 1 membranoproliferative glomerulonephritis
(1.58%). 30 were positive in fibrinogen stain under immunofluorescence mi-
croscope , which showed 3 with±, 24 + , 2 + + and 1 + + +. All the PNS
patients with 2-4 weeks of urokinase therapy, serum albumin content there is
no significant change comparedwith before treatment (P > 0.05);D - dimer and
total cholesterol were reduced after treatment of Urokinase (P<0.05). All pa-
tients had not got any thrombosis and also any bleeding event .
d. Conclusions
Thrombosis were prevented simultaneously combined with urokinase in
the treatment of PNS patients by reducing high coagulation. All these
demonstrated that urokinase bring benefit for PNS without any adverse
reactions, which worth using widely in clinic .

PO-307
Rituximab treatment for refractory nephrotic syndrome
K. Aya(1), S. Deki(1), M.Mitomori(1), M. Sawada(1), N. Tanaka(1), N. Takeda(2),
K. Waki(1), Y. Arakaki(1)
(1) Kurashiki central hospital, kurashiki, Japan; (2) Takeda pediatiric clinic,
Kurashiki, Japan

a. Objectives
It is important to reduce side effects of steroid or the other drugs for patients
suffering from refractory nephrotic syndrome. Iijima K et al reported that
rituximab is an effective treatment for childhood-onset, complicated FRNS
and SDNS 2014.
b. Methods
Two cases suffering from refractory nephrotic syndromewere treated with rituximab.
c. Results
Case1
A 3- year old boy was diagnosed with nephrotic syndrome (NS) and was
treated with alternating prednisolone(PSL), cyclophosphamide,
cyclosporin(CyA), or mizoribine(MIZ) therapy. Renal biopsy indicated mini-
mal change. When he was 13-year old, all of PSL, CyA and mycophenolate
mofetil (MMF) was necessary to induce remission. The dose reduction of PSL
caused relapse frequently, in spite of a high concentration of CyA in the blood.
So, rituximab was injected 4 times. After PSL and CyAwas discontinued, his
remission still continued. Half a year after the rituximab treatment, NS re-
lapsed with no CD19 expression cells in the peripheral blood.
Case2
A 3-year old boy was diagnosed with NS and was treated with PSL. After his
first relapse, mPSL pulse therapy and combined CyA andMIZ or MMF could
not reduce to half dose of PSL. Renal biopsy showed FSGS. So rituximab
treatment was commenced. After all immunosuppresantdrugs were
discontinued, the remission still continued .
Both cases had only a small infusion reaction and do not have any other side
effects so far.
d. Conclusions
Rituximab treatment is as effective for refractory NS as combination immu-
nosuppressant therapy. It is safe in the short-term, but the long-term side effects
should be clarified. It is possible that relapse could happen before the appear-
ance of B lymphocytes in the peripheral blood.

PO-308
Population pharmacokinetic study of cyclosporine in children with ne-
phrotic syndrome
X. Zhong, Y. Zhou, Y. Liu, J. Ding, Q. Xiang, Y. Yao, H. Xiao, Y. Cui
Peking University First Hospital, Beijing, China

a. Objectives
This study aimed to establish a population pharmacokinetic (PopPK) model of
cyclosporine (CsA) in children with nephrotic syndrome (NS), investigating
the potential influential factors for disposition of CsA.
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b. Methods
Sixty children diagnosed as nephrotic syndrome and treated with cyclosporine
were prospectively enrolled. We have collected 180 blood drug concentration
monitoring (TDM) data. Clinical data including demographic information,
physical examination, laboratory investigation and drug therapywere concom-
itantly recorded. The nonlinear mixed-effect model program (NONMEM)was
performed for analysis. The 2-compartment model was chosen as the basic
structural model.Â
c. Results
Age and low density lipoprotein cholesterol (LDLC)were found to be themost
significant covariates explaining the variability of the apparent clearance of
CsA among children with NS. Weight is the most significant factors influenc-
ing apparent volume of distribution. The final model was as following:
Ka=2.07h-1; CL=13.94*e0.0493*(AGE/5.48)0.434*(1-0.0373*(LDLC-6.017))
LÂ·h-1; V2=19.6*(1+0.0668*(WT-19)) L; Q=7.19 LÃ¢'h-1; V3=166 L.
ALAG in single dose is 0.551. Inter-individual variability of CL was 4.93%.
d. Conclusions
This model could well predict the pharmacokinetics of cyclosporine in chil-
dren with nephrotic syndrome. When calculating the dose of CsA in pediatric
NS, we should fully consider the effect of age, weight and low density lipo-
protein on pharmacokinetic parameters. It is expected to promote individual-
ized therapy of nephrotic syndrome with higher efficacy and safety.

PO-309
Factors associated with side effects of corticosteroid therapy and the out-
come at 36 months of patients with steroid dependent nephrotic
syndrome.
M. Riyuzo, A.L. Selegatto, H. Takase, L. Carvalho
Faculdade de Medicina Botucatu-UNESP-SP, Botucatu, Brazil

a. Objectives
To analyse the factors associated with side effects of corticosteroid therapy and
the outcome at 36 months of patients with steroid dependent nephrotic
syndrome.
b. Methods
Retrospective study of patients with steroid dependent nephrotic syndrome. The
side effects of corticosteroid therapy analysed were: cushing facies, obesity,
hypertension, z score height. The periods of evaluation were 3, 6, 9, 12, 24
and 36months. The factores analysedwere: gender, age and dosis of prednisone.
The outcome evaluated at 36 months were relapse frequently or infrequently.
c. Results
We evaluated 75 patients, 62,6% male, with mean age 4,3±2,6 years (1,16-
11,5 years). The dosis of prednisone were significantly lesser at the long term
outcome (p<0,05, ANOVA). At 36 months 45.7% (27/59) presented with
cushing facies, 25,4% (15/59) with obesity, 18,6% (11/59) with short stature
and 3,3% witrh hypertension. The frequency of obesity did not varied among
the time of evaluation. The frequency of cusching facies was significantly
reduced at 24 and 36 months. The frequency of hypertension was significantly
reduced from 9 months. (Cochran test). The age and gender did not influence
the side effects of corticosteroid therapy.
The frequency of patients with relapse frequently nephrotic syndrome reduced
during the long term outcome, 8,1% (6/74), 1,47% (1/68) and 0 (0/59) at 12,24
and 36 months, respectively.
d. Conclusions
Patients with steroid dependent nephrotic syndrome have a high frequency of
side effects of corticosteroid therapy. However, the long term outcome they
presented relapse infrequently.

PO-310
Health related quality of life among children with nephrotic syndrome:
the Insight into Nephrotic Syndrome (INSIGHT) study
S. Khullar(1), T. Banh(2), J. Vasilevska-Ristovska(2), K. Borges(2), C. Licht(2),
S. Radhakrishnan(2), R. Pearl(2), R. Parekh(2)
(1) The Hospital for Sick Children, Toronto, CANADA & Royal College of
Surgeons in Ireland, Dublin, Ireland; (2) The Hospital for Sick Children,
Toronto, Canada

a. Objectives
To determine the impact of treatment on health-related quality of life (QOL) in
children with nephrotic syndrome. Nephrotic syndrome is relapsing and remit-
ting disease requiring prolonged immunosuppression with significant inter-
individual variability in response to treatment and relapses. Repeated courses
of immunosuppressive medications may impact behaviour and daily
functioning.
b. Methods
Children diagnosed from 2005 – 2014 with nephrotic syndrome, ages of 1 - 18
years at the Hospital for Sick Children in Toronto, Canada enrolled into the
INSIGHTstudy. Quality of Life was determined by completion of the Pediatric
Quality of Life Inventory (PEDSQL™-V4) at baseline visit. Participants’
medical history was reviewed to collect medication data. AWilcoxon signed
rank-sum test was used to determine differences among children on medica-
tion compared to children off medication at their baseline visit.
c. Results
A total of 213 children were enrolled prospectively with 65% male, and
a median age of 3.65 [IQR: 2.72, 5.93] years at disease onset, 24.4%
were Europeans, 41.3% were South Asians, 9.9% were East/Southeast
Asians and 24.4% were of other ethnicities. There were no differences
found in emotional, social, educational functioning and fatigue (general,
sleep and cognitive) among children on and off immunosuppressive
therapy. However, among children on medication, physical functioning
(walking, running, etc.) was significantly decreased (p=0.009; Figure1A)
compared to those off medication.
d. Conclusions
Prevention of relapses is the goal of therapy, however, immunosuppressive
medications have a negative effect on physical functioning and require close
monitoring. Length of immunosuppressive therapy should be explored further
given the impact on quality of life.

& Figure 1. Reported quality of life among the 7 subscales at baseline study
visit

PO-311
Children wiht resistant nephrotic syndrome: clinical aspects and
outcome.
S. Sasaoka, H. Takase, M. Riyuzo
Faculdade de Medicina Botucatu-UNESP-SP, Botucatu, Brazil

a. Objectives
To analyse the clinical aspects and the outcome of children with steroid resis-
tant nephrotic syndrome.
b. Methods
Retrospective study of children with steroid resistant nephrotic syndrome. The
clinical aspects and the outcome of the patients were described.
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c. Results
We evaluated 36 patients, 44,5% male, with mean age 85±44 months
(16-167 months) at beginning of follow up. The first episode of ne-
phrotic syndrome was in 61,1% of patients, 41,6% presented hyper-
tension and 63,8% hematúria. The renal biopsy revealed focal
segmentar glomerulosclerosis in 47,3%, diffuse mesangial proliferation
in 27,7%, minimal change in 11,1%, membranoproliferative glomeru-
lonephritis in 8,3% and membranous nephropathy in 5,6% of patients.
The mean of proteinuria was 234,98±168,74mg/kg/day (59-706,35mg/
kg/day). The follow up was a mean 74±57,7 months and median of
77 months (1-202 months). Two patients received only prednisone
(one had 2 months of follow up, and the other died at one month
of the follow up). Fifteen patients received prednisone associated with
cyclophosphamide, 8 had decreased renal function (5 had increased
function) and 7 had a normal renal function (2 had decreased func-
tion). Nine patients received the combination of methylprednisolone
pulse and cyclophosphamide , 4 had decreased renal function (3 had
increased function) and 5 had normal function (2 had decreased func-
tion). Ten patients received cyclosporine, 4 had a decreased renal
function (1 had normal function) and 6 had normal renal function (1
had decreased function and died).
d. Conclusions
Children with steroid resistant nephrotic syndrome were older, had hyperten-
sion and hematuria. The focal segmentar glomerulosclerosis was the principal
etiology. Decreased in function renal was in 33,3% and the death occured in
11,1%.

PO-312
Patient centered outcomes in childhood nephrotic syndrome
S. Carter, T. Banh, K. Borges, J. Vasilevska-Ristovska, L. Levin, R. Pearl, D.
Hebert, R. Parekh
The Hospital for Sick Children, Toronto, Canada

a. Objectives
Typical outcomes of childhood nephrotic syndrome are defined only after
receiving steroids and assessing response over months to years. When children
first present, patient centered outcomes are lacking in terms of length of time
with active disease, expected number of relapses and likelihood of receiving
several medications to prevent relapses.
b. Methods
After a preliminary parental survey, we generated patient centered
narratives regarding the expected clinical course. The narratives in-
cluded response to steroids, number of relapses, use of medications,
and if children could expect to be discharged from clinic and possi-
bility of end stage renal disease. Among a natural history cohort of
711 children from January 1st, 1993 to May 21st, 2014, 343 children
were followed until discharge or age 18 years. We generated the
estimates for the narratives based on outcomes in this group. All
children were treated using standard definitions and the same clinical
protocol.
c. Results
Among 343 children, 58.9% were male with a median age of 3.7 [IQR: 2.6,
6.9] years; 25.1% were Europeans, 28.9% were South Asians, 12.0% were
East/Southeast Asians and 34.0% were from other ethnicities. We provide 9
narratives (table) that are mutually exclusive. A total of 57% of children will
receive steroids only and achieve complete remission with less than 5 relapses.
About 27%will receive 1 steroid sparing agent while 11.6% receive 2 or more
immunosuppressive agents to achieve complete remission. Only 1.8% will
progress to ESRD. About 11% of children transitioned into adult-care with
active disease.
d. Conclusions
The majority of children with nephrotic syndrome do extremely well with our
current regimen while 10% have more complicated course. Narratives provide
a useful method to describe patient-centered outcomes, which may promote
the delivery of uniform communication with families and also facilitate edu-
cation about the disease.

& Table: Patient centered outcomes among 343 children with childhood
nephrotic syndrome*

PO-313
Use of rituximab in six steroid-resistant and steroid-dependent pediatric
nephrotic patients in a single center
C.A.R. Sahade, P. Nussenzveig, E. Soeiro, T.H. Mastrocinque, M.A.M.
Liliane, F. Pilan, B.B.C. Leite, N.A. Cruz
Hospital Infantil Darcy Vargas, Sao Paulo, Brazil

a. Objectives
To analyze the response of children with steroid-resistant (SRNS) and steroid-
dependent nephrotic syndrome (SDNS) that used Rituximab (RTX)
b. Methods
Retrospective analysis from records of six patients with NS followed in a
pediatric hospital. Were analyzed: epidemiological profile, proteinuria, esti-
mated creatinine clearance, clinical relapses, needs of steroids, immunosup-
pressive agents with their toxic effects, and serum albumin.
c. Results
We observed six patients, median ages 11 (8-18 years), 03 female and median
disease evaluation 8.5 years (4 to 12 years). Four patients were steroid-
resistant and two steroid-dependent. All patients were using steroids, calcine-
urin inhibitors (CNI) or mycophenolic acid. Renal biopsies revealed: focal
segmental glomerulosclerosis (4), membranopoliferative glomerulonephritis
(1), and minimal change disease (1). The main toxic effects of steroids and
CNI were diabetes and nephrotoxicity. Four patients had proteinuria-ranged
3/4+, and two had no proteinuria before RTX. They received RTX, adminis-
tered once a week for 2-5 doses (375 mg/m2/dose) aiming to achieve
CD19/CD20< 1%. Median serum albumin before RTX was 3,4 (2.2 to 4.2
mg/dL), and after RTX 3,7 (2.4 to 4.8mg/dL). After RTX, two patients
remained with massive proteinuria, and the others show sustained clinical
remission. Two patients are without steroids or immunosuppressive agents
for at least two years after RTX, one is using CNI with steroids (<1 mg/kg),
other one is using CNI alone and two are using steroids (<1 mg/kg). There
were no serious side effects during the infusion of the RTX or serious infec-
tions. There were no significant changes in creatinine clearance.
d. Conclusions
Despite the reduced therapy serie, rituximab was safe and effective in reducing
clinical relapses, need of immunosuppressive agents in NS patients. It also
improved proteinuria suggesting that anti-CD20 monoclonal antibody is
promising as a treatment option in SRNS and SDNS patients.

PO-314
Outcome of steroid-dependent nephrotic syndrome treated with myco-
phenolate mofetil: a single-centre study
I. Alves, A. Teixeira, C. Afonso, H. Pinto
Centro Hospitalar São João, Porto, Portugal

a. Objectives
At least 80% of children with idiopathic nephrotic syndrome (NS) are sensitive
to steroid treatment. Of these, 60% will have frequent relapses or become
steroid-dependent requiring steroid-sparing drugs to avoid significant side ef-
fects. The aim of this study was to review the response to mycophenolate
mofetil (MMF) in children with steroid-dependent NS (SDNS) under current
follow-up in our Unit.
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b. Methods
A retrospective analysis was made regarding clinical data at NS diagnosis and
at latest follow-up consultation.
c. Results
Ten children were included (7 males, 3 females). Mean age of onset was 5.5±3.3
years. Follow-up period: 93.6 ± 48.8 months. Median time for MMF initiation
after diagnosis was 44 months (range: 7-132). Previous to MMF treatment there
were detected 3.8 ±2.4 relapses (total 38), and after MMF 9 further events were
described. Five patients had no relapses after introduction of MMF, and others
had a marked reduction of events. At present, 2 patients are in remission without
current medication (after a tapering period of approximately 12 months) and
another 4 are in a tapering regimen. Six patients need both MMF and low-dose
steroids. No patient required drug withdrawal due to side effects.
d. Conclusions
In our Unit, the use of MMF to avoid long term steroids exposure in SDNS
showed, to date, a benefit with no adverse effects, despite some cases need to
maintain association with low- dose steroids. Overall duration of treatment is
still difficult to establish. A relatively long and careful period of tapering
regimen seems to be efficacious but multicentric studies have to be made to
determine the best withdrawal procedure.

PO-315
Psychosocial impact of nephrotic syndrome on caregivers
C. Esezobor, A. Olagunju, T. Ladapo
Lagos University Teaching Hospital, Lagos, Nigeria

a. Objectives
To determine the proportion of caregivers of children with idiopathic child-
hood nephrotic syndrome (INS) with emotional distress and significant care-
giver burden
b. Methods
Caregivers were interviewed during clinic visit for evidence of emotional
distress and significant caregiver burden using General Health Question-12
(GHQ-12) and Zarit Caregiver Burden Inventory (ZBI), respectively. A GHQ-
12 score ≥3 was considered as indicative of emotional distress while ZBI score
≥21 was taken as significant
c. Results
Caregivers of 68 children with INS [median age 6.8 (1.8-16.3) year, 32.8%
females and 16.2% steroid-resistant] were included. The caregivers were pre-
dominantly mothers and married. The median age of the caregivers was 36.5
(21-68) years. Twenty four (35.3%) and 10 (14.7%) caregivers had emotional
distress and significant burden of care, respectively. Although not statistically
significant, caregivers who were emotionally distressed had children with INS
whowere older (8.4 year versus 6.3 year), steroid resistant (25% versus 11.4%)
and has had NS for longer period than those who were not distressed.
Caregivers with significant burden of care had more children with INS who
were males (90% versus 56.9%) and using other immunosuppressants such as
levamisole, cyclosporine, cyclophosphamide, in addition to prednisolone
(60% versus 27.6%) than caregivers with less significant burden of care.
Having an only child with INS, steroid resistance and hospitalisation within
the prior 6 months before the study were associated with higher burden of care
but this was not statistically significant. There was a modest positive correla-
tion between GHQ-12 and ZBI scores (r=0.49; p<0.01)
d. Conclusions
Over a third of the caregivers interviewed reported being emotionally distressed
and 1 in 7 caregivers considered their caregiving role as burdensome. The study
infers that caregivers of children with INS may suffer from psychological dis-
tress and need emotional support including acquisition of coping strategies

PO-316
Clinical outcomes of Nephrotic Syndrome in children 1-18 years old: a
single center study
M.A. Uson(1), M.A. Marbella(1), O. De Leon(1), V. Valderrama(1), J.R.
Punzalan(2)
(1) National Kidney and Transplant Institute, Manila, Philippines; (2) UP
School of Statistics, Quezon City, Philippines

a. Objectives
To evaluate the clinical outcomes of children with idiopathic nephrotic syn-
drome age 1-18 years old diagnosed in a Tertiary Government Hospital in
Quezon City from 2008-2013.
b. Methods
Patients with Nephrotic syndromewere identified as Clinical NS,MCD, FSGS
and non FSGS. Demographics, height for age, BP percentile and estimated
creatinine clearance were recorded. The treatment regimen and their steroid
responsiveness were documented. The response to therapies were obtained.
The risk of development of complications and chronic kidney disease were
identified.
c. Results
A total of 150 subjects were enrolled. The incidence is 26.5 per 1,000.
Majority are Clinical NS. There were more males than females(1.6:1)
with a mean age of 8.7 years old. Eleven(7.3%) patients were stunted
which was most common in Clinical NS and FSGS. Seven(4.7%) devel-
oped hypertension. Decreased ECCl was mostly seen in FSGS and non
FSGS. Steroid sensitive and frequent relapser patients were mostly
Clinical NS. Steroid dependence and resistance was most common in
MCD, FSGS, and non FSGS, respectively. Majority of Clinical NS were
given steroids with a remission rate of 96%. In steroid dependent MCD,
majority used steroids, CYA+MMF with complete remission rate of
83%. Majority used steroids+CYA with 38-45% remission rate in steroid
resistant FSGS and non FSGS. The most common complication is pneu-
monia. The highest risk of developing complications and chronic kidney
disease is FSGS at 100 and 13%, respectively.

& Response to therapy among groups at 12 months of treatment

& Distribution of idiopathic Nephrotic Syndrome

& Demographic Profile among Groups
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& Height for age at 3 months and 12 months of treatment among groups

& Comparative change of BP percentile at 3 and 12 months of treatment

& Comparative change in Estimated Creatinine Clearance at 3 and 12
months of treatment among groups

& Response to steroids at 12 months of treatment among groups

& Complications among groups at time of diagnosis

& Time to Development of Chronic Kidney Disease

d. Conclusions
Nephrotic syndrome hasmale preponderance with a mean age of 8.7 years old.
A few developed stunting, hypertension and decreased ECCl. Clinical NS
patients are mostly steroid sensitive and frequent relapser. Steroid dependence
and resistance are most common in MCD, FSGS and non FSGS, respectively.
The use of steroids, CYA and MMF in MCD, FSGS and non FSGS showed
high remission rate. Pneumonia is the most common complication. FSGS has
the highest risk of developing complications and chronic kidney disease.

PO-317
Efficacy and safety of long-term treatment of rituximab in children with
steroid-dependent nephrotic syndrome
H.G. Kang, J.H. Kim, Y.H. Ahn, E. Park, I-S. Ha, H.I. Cheong
Seoul National Univeristy Children's Hospital, Seoul, South Korea

a. Objectives
Rituximab (RTX), an anti-CD20 monoclonal antibody, is used as a rescue
therapy for steroid-dependent nephrotic syndrome (SDNS). While reported
efficacy of single dose of RTX on SDNS is promising, the efficacy and safety
of long-term use of RTX therapy is yet elusive. This study was conducted to
assess the efficacy and safety of long-term use of RTX therapy.
b. Methods
From 2006 to 2015, twenty children with SDNS were treated with RTX of
more than three cycles for one year or longer. Medical records of the patients
were retrospectively reviewed.
c. Results
Twenty patients (M:F 15:5, mean age 16.35×6.63years) with SDNS were
included. Duration of NS was 7.8 years at the time of first treatment of RTX.
Fifteen patients had pathologic diagnosis, which were minimal change disease
in 10 and focal segmental glomerulosclerosis in 5. Before RTX treatment, their
mean relapse rate was 3.7 ± 2.1 per year. A total of 5.7 ± 2.3 cycles of RTX
were administrated during 4.1 years, and their relapse rate was decreased to
0.81 ± 0.75 per year. Patients were free of steroid for 7.07 ± 2.84 months per
year while on RTX and free of CNI for 5.08 ± 4.32 months per year. Among a
total of 136 infusions, 19 were accompanied with infusion reactions (14.0%).
Only one patient suffered from severe infection of H1N1 influenza infection
requiring hospitalization, and three patients discontinued RTX treatment due
to emergence of anti-RTX antibody.
d. Conclusions
In steroid-dependent nephrotic syndrome (SDNS), long-term treatment of
RTX was effective as steroid-sparing and calcineurin inhibitor-sparing agent.
Of note, no serious long-term complication was observed in this cohort of
twenty patients who experienced long-term treatment of RTX.

PO-318
The growth in children with nephrotic syndrome on long-term glucocor-
ticoids treatment
M. Zhang, Y. Gao, Y.J. Li, F.Z. Zhong, F. Zhong, H.B. Yang
Guangzhou Women and Children's Medical Center, Guangzhou, China

a. Objectives
Glucocorticoids are the first-line treatment for nephrotic syndrome, but
prolonged administration has the potential to impair growth and development
of children. The study sought to assess the effects of glucocorticoids on linear
growth of body height, weight and body mass index(BMI) in children with
nephrotic syndrome.
b. Methods
The data on growth from 354 children with nephrotic syndrome receiving
glucocorticoids therapy were retrospectively analyzed. The evaluation includ-
ed height, weight and BMI. The period of prednisolone was recorded. Height,
weight and BMI measures were transformed into standard deviation
score(SDS).
c. Results
The mean age was 5.30±3.56 years, and the mean duration of prednisolone
treatment was 1.27±2.21 years. The mean hight SDS(–1.44±1.60), weight
SDS(0.29±1.11) and BMI(18.71±3.15) in 354 children with nephrotic
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syndrome were lower but had no statistic difference comparedwith the healthy
reference children. Prednisolone treatment was associated with progressive
reduction in height standard deviation score. 109 children treat with predni-
sone more than 1 year. Their mean height SDS, weight SDS and BMI were -
2.22, -0.15 and 19.03, respectively. When prednisone to maintain more than 3
years, 58.62% of this patients suffered severe growth retardation(N= 58), the
mean weight SDS and BMI down to -0.27 and 19.14, respectively. Prednisone
to extend more than 5 years, the mean height SDS was -2.11, the height SDS
from 13 patients were below -2.00. The weight SDS(–0.32±0.80) and
BMI(20.09±2.82) was fluctuant slightly.
d. Conclusions
The prolonged, repeated treatment of prednisolone was associated with pro-
gressive reduction in height standard deviation score. Careful monitoring of
growth is recommended, given than up to half of patients experienced severe
growth retardation during the course of their disease.

PO-319
efficacy and safety of Tacrolimus and low dose prednisone in treating
Chinese children with steroid resistant idiopathic nephrotic syndrome
X. Wu, Z. Yi
Second Xiangya Hospital of Central South University, Changsha, China

a. Objectives
give our clinical feedback on the combined use of Tacrolimus and low dose
Prednisone in treating Chinese children with steroid resistant idiopathic ne-
phrotic syndrome
b. Methods
We conducted prospective, non-controlled, intervention clinical study on 76
Chinese children with SRINS. Primary intervention was Tacrolimus (~0.1mg/
kg/d given in 2 doses 12hrly) and low dose Prednisone (0.25-0.5mg/kg/day
QD) thereafter monitoring for outcomes.Â
c. Results
Patients were followed up for 18Â±6months (Maximum 36months). Overall re-
mission rates at 1st, 3rd and 6th months were 94.7%, 94.7% and 96.0%. Partial &
complete remissionsweremostly induced in 2 and 4weeks.Most remissionswere
observed at the concentration of FK506>6ng/ml, mean=6.3Â±1.4ng/ml. 1st year
relapse rate was at 40%, there was statistical association was found, the lower
concentrations of FK506 the more the relapses (x2 = 70.01, p<0.001). The relative
risk of relapse at FK506COT<3 ng/ml compared to 3-6 ng/ml, 6-9 ng/ml and 9-12
ng/ml was 2.3, 3.2, and 16.9 respectively. Non-severe respiratory tract infections
were common adverse events in 1st, 2nd and 3rd year (prevalence of ~21%, 18%
& 16%) as compared to other adverse effects. Other previous documented adverse
effects were rare during 3 year use of Tacrolimus and prednisone.
d. Conclusions
Combined regimen of Tacrolimus and low dose Prednisone is effective in
inducing remission as early as 1st month among children with SRINS.
Relapses tend to increase when the concentration of Tacrolimus below 3ng/
ml. The concentration of Tacrolimus should be maintained at 6-9ng/ml & 3-
6ng/ml for induction and maintenance of remission respectively. Three years
use of Tacrolimus and low dose prednisone in children with SRINS is rela-
tively safer treatment option.Â

PO-320
The clinical effect of rituximab therapy for refractory nephrotic syn-
drome in the children
X. Wu, F. Li
Second Xiangya Hospital of Central South University, Changsha, China

a. Objectives
Aim to evaluate the effects and safety of rituxiamb therapy for refractory
nephrotic syndrome in the children.
b. Methods
We collected all the datas of rituximab therapy for refractory nephrotic syn-
drome in the children from November 2012 to December 2014 and observing
the effects of rituximab, relapse of nephritic syndrome, the following prescrip-
tion and adverse reactions.

c. Results
The proportion of B cells in the total lymphocyte before the use of rituximab
was 4ï½'13.7%, and fell to 0ï½'0.3% after 2-4 times of rituximab injection, no
obvious adverse reactions were found among and after the treatment. After the
therapy of rituximab, 83.33% of the children achieved relieve, the long-
termï¼'16.67±5.25 mï¼'complete remission rate is 50% and shows no effect
to rituximab. The mean follow-up time was15.33±6.75month, two cases had
already stopped the use of prednisone; one with small dose of prednisone and
tacrolimus; two cases still have frequently relapse and the dose of prednisone
and tacrolimus are the same with that before the use of rituximab; one case
never achived remission among the 11 month follow-up.
d. Conclusions
Rituximab can eliminate B lymphocyte effectively, make themajority of refractory
nephritic syndrome in children achive remmision and is relative safe in clinic.The
outcome of rituximab therapy for children who clinical manifestation as steroid-
dependent nephritic syndrome is better than steroid-resistent nephritic syndrome.

PO-321
Randomized controlled trial to compare efficacy of 3-months versus 6-
months therapy with prednisolone for the first episode of idiopathic ne-
phrotic syndrome in children <4-yr-old
A. Sinha, P. Hari, A. Bagga
All India Institute of Medical Sciences, New Delhi, India

a. Objectives
While meta-analysis of prospective controlled studies suggests that prolonging
initial corticosteroid therapy for nephrotic syndrome beyond 3-months (mo)
does not reduce the frequency of subsequent relapses, post-hoc analysis in one
double blind trial suggested benefit with prolonged therapy in younger chil-
dren. This open-label randomized controlled trial examines the efficacy &
safety of 3-mo versus 6-mo therapy with prednisolone during the first episode
of nephrotic syndrome in children <4-yr-old. CTRI/2015/06/005939
b. Methods
Following ethics approval & parental consent, consecutive patients, <4-yr-old
with first episode of idiopathic nephrotic syndrome, are enrolled. Following 6-
wk daily & 6-wk alternate (alt) day initial prednisolone therapy, they are ran-
domized (computer generated; 1:1) to either tapering prednisolone on alternate
days for next 12-wk or no further treatment (Fig). Parents record daily urinalysis
& are followed q3 mo. Relapses are treated with prednisolone 2 mg/kg/d until
remission, followed by alternate days for 4-wk. Outcomes, based on intention-
to-treat, include proportion of patients with one or more relapses during 1-yr
follow up, proportions with frequent relapses, time to first relapse and frequent
relapses, cumulative steroid dose & side effects. Based on proportions of young
children with relapses in a previous study from this center, 78 patients are
required in each group at a power of 90%, alpha 0.05 & 10% attrition.

& Figure
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c. Results
Of 91 patients enrolled since June 2015, 69 were randomized; 22 were exclud-
ed for initial resistance (7), relapse during initial 12-wk (6), lost to follow up
(6) and refused consent (3). Characteristics of randomized patients are de-
scribed in the Table; all P >0.05

& Baseline features of randomized patients
d. Conclusions
Enrolment is ongoing and randomization will be completed in 2018. The
results shall have implications for guiding the duration of initial therapy for
young children with nephrotic syndrome.

PO-322
The co-relation of Th17 and regulatory T (Treg) cells in adriomycine
induced Sprague Dawly rat
X. Shao
Guizhou province maternity and child care hospital,Guiyang children's
hospital,Guizhou Medical University, Guiyang City, China

a. Objectives
To investigate the co-relation of Th17 and regulatory T (Treg) cells in
adriomycine (ADM) induced Sprague Dawly(SD) rat model.
b. Methods
SD rat were grouped in vehicle control (n=20) and ADM (n=20),which were
injected tail vein with normal saline (NS) and ADM (6.5mg/kg/body weight)
respectively. Peripheral blood (PBL) and kidney were collected post treatment
during 14, 28, 42 , 56 days; TH17 and Treg cell numbers were measured by flow
cytometry in peripheral blood in each group,Enzyme linked immunosorbant assay
(ELISA)were performed for detection of IL-17 and IL-10 in both PBL and kidney.
c. Results
We successfully established ADM model for further investigation.
Biochemical results were observed increased level of proteins in ADM model
in comparison with vehicle control after 14 days of treatmentï¼'p<0.05),
which reached peak levels after 48 days of treatment. Further, flow cytometry
staining reveals CD4+CD8-IL-17+ were higher in ADM (1.49+0.25%) com-
pared to control (0.54+0.11%), whereas CD4+CD25+ Foxp3+ cells were lower
in ADM (1.49+0.25%)compare with control (4.34+0.38%) (p< 0.05).
d. Conclusions
Th17 /Treg immune plays an important role in the pathogenesis of ADM ,it
could be rectified through inhibit or neutralize the expressionof endogenous
IL-17 and enhance Treg of expression , this methodmay become a newway of
primary nephrotic syndrome (PNS) treatment.

PO-323
Follow-up and treatment of growth retardation in children with nephrotic
syndrome
M. Zhang, Y. Gao, Y.J. Li, F.Z. Zhong
Guangzhou Women and Children's Medical Center, Guangzhou, China

a. Objectives
Long-term glucocorticoids treatment could impair growth of children with
nephrotic syndrome,partial catch-up growth occurred after glucocorticoids
withdrawal.However,some of them experienced severe growth retardation
during the course of disease and couldn't reach the target height.We sought
to observe the effect of glucocorticoids on liner growth and the efficiency of
growth hormone treatment.
b. Methods
The data of children with nephrotic syndrome on growth,prednisone duration
and dose were recorded.Who had severe growth retardation was treated with
growth hormone.
c. Results
The data from 25 children with nephrotic syndrome receiving glucocorticoids
therapy more than 5 years were recorded.The mean height standard deviation
score(SDS) was -2.11±1.79.Growth hormone was administered to 4 children with
nephrotic syndrome and growth retardation.They were diagnosed at early age(<4
years),prednisolone durationwas 7-12 years and requiring prednisolone(mean dose
0.24mg/kg/d) to maintain remission.During the follow-up period,height SDS was
progressive reduction.Their bone age delayed more than 3 years,height velocity
below 3.00 cm/y and hight SDS below -2.00 when prednisone prolonged more
than 5 years.Then follow-upmore than 2 years ,they had severe growth retardation
at age of 11-14 years old(height SDS<-3.00).The linear growth rate increased to
0.86 cm/month and height SDS improved by 0.54 after treated with growth hor-
mone 0.10-0.15IU/kg/d.And Plasma concentrations of insulin-like growth factor-1
and insulin-like growth factor binding protein-3 increased,whereas glucose and
thyroid hormones were normal.There were no significant adverse effects recorded.
d. Conclusions
Children with early onset nephrotic syndrome and adolescent patients,who
were still requiring prednisolone during the puberty to maintain remission
were at higher risk for growth retardation.In the our cases,growth hormone
therapy is effective in improving the height SDS and height velocity of chil-
dren with nephrotic syndrome.

13 - Thrombotic microangiopathy, HUS, TTP

PO-324
Systemic complement activation and complement gene analysis in EHEC
associated pediatric hemolytic uremic syndrome (HUS)
S. Hachmeister(1), F. Bange(1), C. Wehling(2), M. Kirschfink(2), C.
Bergmann(3), T. Ahlenstiel-Grunow(1), L. Pape(1)
(1) Hannover Medical School, Hannover, Germany; (2) University of
Heidelberg, Heidelberg, Germany; (3) University of Freiburg, Freiburg,
Germany

a. Objectives
In contrast to atypical hemolytic uremic syndrome (HUS), only single case
reports and limited data are published on systemic activation of the comple-
ment system and mutations in complement genes in pediatric
Enterohemorrhagic Escherichia coli induced HUS (EHEC-HUS).
b. Methods
Complement activation (CH50, APH50, C3d, sC5b-9) was analyzed at four
timepoints week 1, week 2 and months 3 and 6 after primary diagnosis of
HUS) in 25 children with EHEC-HUS. Seven patients received the comple-
ment C5 inhibitor eculizumab. Targeted next generation sequencing for a total
of 89 genes (1239 exons) involved in complement regulation and coagulation
and haemostasis was performed in all patients.
c. Results
Activity of classical and alternative complement pathways were normal through-
out the observation time, except for patients under eculizumab treatment. In con-
trast, the mean concentration of the soluble terminal complement complex (sC5b-
9) was significantly elevated at the first timepoint (mean 498 ng/ml), dropping to
normal values after 2 weeks. Initially elevated (42 mU/L) median C3d concen-
tration reached normal levels from day 13. Levels of sC5b-9 >320ng/ml at time of
HUS diagnosis were associated with arterial hypertension, edema and lower
platelet counts but not with the duration of dialysis. Genetic analysis revealed
various changes which may have a modifying impact on the clinical course.
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d. Conclusions
Complement activation at the acute phase of EHEC-HUS, indicated by in-
creased levels of sC5b-9, predicts a poor outcome. Complement alterations
appear to be more frequent in patients with EHEC-HUS than previously
thought and may be suspected of having a role in the severity of the disease.

PO-325
First reported survival of children with disseminated Clostridium
septicum complicating hemolytic uremic syndrome
R. Engen, E. Killien, S. Hartmann, J. Symons
Seattle Children's Hospital, Seattle, United States

a. Objectives
Clostridium septicum is an anaerobic bacterium that causes rapidly-progressive
myonecrosis, bacteremia, and central nervous system infection. It has been
reported as a complication of shiga-toxin positive E. coli hemolytic uremic
syndrome (HUS) in eight children; the only three reported survivors had local-
ized, surgically-treated disease. We present three additional cases of disseminat-
ed C. septicum complicating HUS in children, including two who are the first
reported survivors with HUS and disseminated Clostridium disease.
b. Methods
We performed a retrospective chart review.
c. Results
All three patients presented with classic cases of HUS, then had initial clinical
improvement followed by deterioration. Patient 1 had rising fever, tachycardia,
and severe abdominal pain 24 hours after admission. She developed sudden
onset altered mental status with large multifocal intraparenchymal hemor-
rhages on head imaging and died 36 hours after admission. Autopsy revealed
C. septicum intestinal necrosis, myonecrosis, and encephalitis. Patient 2 had a
new fever, increasing leukocytosis, and severe abdominal pain on day four of
admission. She was diagnosed with C. septicum bacteremia and was treated
with metronidazole, meropenem, and clindamycin. Patient 3 had persistent
fever and a rising white blood cell count on day three of admission; blood
cultures grew C. septicum and she was treated with penicillin. Both Patients 2
and 3 improved rapidly with antibiotics and did not require surgery.
d. Conclusions
C. septicum is a potential co-infection with E. coli from a common zoonotic
source. It can thrive in the anaerobic environment of E.coli-damaged, poorly
perfused intestinal mucosa and subsequently translocate to cause systemic
infection. New or persistent fever and tachycardia, a high or rising white blood
cell count, and abdominal pain out of proportion to exam are key findings for
which physicians should be vigilant. Timely evaluation by blood culture and
early initiation of antibiotics may prevent fatalities.

PO-326
ADAMTS13 Activity in Childhood HUS in a Pediatric University
Hospital in Egypt.
H. Safouh, A. Aboul-Enein, D. Amin, R. Fouda
Cairo University, Giza, Egypt

a. Objectives
Determining ADAMTS13 activity in children with HUS and correlating this
with clinical manifestations, complications and outcome
b. Methods
25 patients (15males, 60%) newly diagnosed with HUS, attending the Ped Neph
Unit, Cairo University were included; 14 (56%) had history of diarrhea (D +ve),
11 (44%) were –ve (D -ve). Age ranged from 4ms to18 yrs (mean of 4.63 ± 5.24
yrs). A follow-up period of 6 to10 ms was applied to all patients. Detection of
ADAMTS13 activity and anti ADAMTS13 autoantibodies was done by ELISA.
c. Results
Thirteen cases (52%) had normal ADAMTS13 levels and in 12 cases (48%) it was
mildly to moderately deficient. Most deficient cases showed only a mild degree of
ADAMTS13 deficiency (8 out of 12, 67%).ADAMTS13 inhibitorswere -ve (<12
units/ml) in 11 / 12 cases with ADAMTS13 deficiency; in one case it showed
borderline positivity (12 – 15 units/ml). Eight cases (32%) had associated neuro-
logical affection (seizures, disturbed conscious level and localized tonic

convulsions); 7 of those had a normal CT brain scan and 1 hadmild brain atrophy.
Seven (58.3%) of the 12 cases of ADAMTS13 deficiency had neurological symp-
toms, vs. only 1 of the ADAMTS13 normal ones (p 0.011). There was a –ve
correlation between the ADAMTS13 activity and neurological affection (-0.511, p
0.009).
Therewas no statistically significant difference between both normal and deficient
ADAMTS13 groups, in the need for dialysis, plasmapheresis, nor number of
dialysis sessions. Fourteen recovered completely, 6 had persistent renal damage
or hypertension, 4 died and 1 had a relapse (a D –ve case). Recovery was higher
among D +ve cases (64.3%). A favorable outcome was reported in more cases
with normal ADAMTS13 activity vs. deficient cases (64.3% vs. 35.7%).All mor-
talities reported in our study were among ADAMTS13 deficient group.
d. Conclusions
ADAMTS13 activity, even if not below the critical level of <10 %, may still
have prognostic value as far as outcome and neurologic complications in
pediatric HUS cases.

PO-327
Efficacy of eculizumab as a first line therapy for severe thrombotic
antiphospholipid syndrome.
C. Nicolas(1), V. Vuiblet(2), A. Mathian(3), V. Frémeaux-Bacchi(4), C.
Pietrement(1)
(1)Department of Pediatrics, Reims, France; (2) Laboratoire de Biopathologie,
Reims, France; (3) Service de médecine interne 2, Centre de Référence
National pour le Lupus et le Syndrome des Antiphospholipides, institut E3M,
Paris, France; (4) Laboratoire d'Immunologie Biologique, Hôpital Européen
Georges Pompidou, Paris, France

a. Objectives
Use of eculizumab, an inhibitor of complement protein C5, has been reported
as rescue treatment in adults with catastrophic antiphospholipid syndrome
(CAPS) but never in first line.
b. Methods
Case report:We report a thrombotic APS developed in a 15 years-old boy
treated by eculizumab.
c. Results
He had a thrombotic microangiopathy with anuric acute kidney injury fore-
ground. The kidney biopsy revealed thrombotic microangiopathy and
eculizumab was started before any other treatment but extra renal replacement
(hemodialysis). A lupus anticoagulant was identified afterwards;
anticoagulation and oral steroids were started one week after first eculizumab
infusion. By that time urine flow and renal function had already improved.
Hemodialysis could be stopped after 30 days. At 9 months of follow-up his
estimated glomerular filtration rate was 39 mL/min/1.73m2.
d. Conclusions
Discussion: Eculizumab is a monoclonal antibodywith a specific inhibition activ-
ity against C5 that has been used as treatment for paroxysmal nocturnal hemoglo-
binuria and more recently for aHUS. This therapy has also got successful results
specifically in the prevention strategy of CAPS relapses after renal transplantation
and four cases of adults have been reported treated with eculizumab, but always
after anticoagulation therapy, steroids and other immunosuppression as plasmaphe-
resis. Our report is the first one concerning the use of eculizumab for first line
treatment of APS. Thus, the use of eculizumab as first line therapy should be
considered for severe thromboticAPS andCAPSbecause it could potentially avoid
more aggressive therapies that carry themselves infectious risks and complications.

PO-328
Purtscher's like retinopathy as a complication of Hemolytic Uremic
Syndrome
L. Lucarelli(1), L. Alconcher(1), C. Zarate(2)
(1) Hospital Interzonal Dr. Jose Penna, Bahia Blanca, Argentina; (2)

Megavision, Bahia Blanca, Argentina

a. Objectives
Purtscher´s like retinopathyis a non-traumatic occlusive retinal vascular dis-
ease secondary to retinal arteriolar obstruction, caused by microembolism of
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platelets, leucocytes, air or adipose tissue. Objective: to report a patient with
hemolytic uremic syndrome (HUS) and Purtscher´s like retinopathy.
b. Methods
Patient case report
c. Results
A 24-month-old female with abdominal pain, bloody diarrhea, microangiopatic
hemolytic anemia, trombocitopenia and acute renal failure was admitted with
HUS diagnosis. Stool culture yielded E. Coli O145 NM, Stx 2+. She had tonic
clonic seizures. Computed tomographic scan revealed bilateral infarctions of the
basal ganglia. Indirect ophthalmoscopy showed bilateral papillaedema and ex-
tensive areas of flame-shaped hemorrhage. Two days after admission, ischemic
retinal whitening in both posterior poles was observed. She required peritoneal
dialysis for 27 days. One month after discharge, funduscopic examination re-
vealed persistent bilateral retinal hemorrhage with cottonwool spots and vitreous
hemorrhage in the right eye and macular edema with hard exudate in the left.
Retinal vessels were tortuous and engorged and pallor was observed in both
optic discs. Bilateral panretinal photocoagulation was performed to prevent ret-
inal neovascularization. Four months post treatment, the hemorrhages, exudates
and tortuositywere resolved, leaving pallor of optic nerves, more predominant in
left eye, decreased vascular caliber and presence of bloodless vesselsas sequelae.
After 2 years of follow-up, she has chronic kidney disease stage 2, without
neurological sequelae. Visual acuity in the right eye is 20/60 and counting
fingers is her only capacity with the left eye.
d. Conclusions
Ophthalmological involvement has been reported in 4% of patients withHUS.
Although this is a rare complication, ophthalmologic examination should be
performed in all the patients with HUS, specially in those with severe neuro-
logical involvement.

PO-329
Genetic diagnosis by targeted sequencing of complement genes in Chinese
children with atypical hemolytic uremic syndrome
Z. Yu, C. Yi, L. Li, F. Zhao, J. Huang, X. Nie
Fuzhou Dongfang Hospital, Fuzhou, China

a. Objectives
Atypical hemolytic uremic syndrome (aHUS) is associated with mutations in
complement genes. However, optimal patient-care decisions vary depending
on the complement gene affected, and all complement genes potentially asso-
ciated with aHUS should be screened for mutations in each case to determine
the prognosis and identify those patients who could safely benefit from kidney
transplantation. This study aimed to evaluate the prevalence of mutations in
complement genes in Chinese children with aHUS.
b. Methods
We performed mutational analysis of 10 complement genes (CFH,MCP, CFI,
C3, CFB, CFHR1, CFHR2, CFHR3, CFHR4 and CFHR5) in 11 Chinese
childrenwith aHUS by targeted sequencing. Significant detected variants were
confirmed by Sanger sequencing.
c. Results
The disease-causing mutation CFB R74H was identified in two patients with
aHUS, and a rare P81L mutation in CFHR5 in another one patient.
d. Conclusions
A total of 27.3 % of Chinese aHUS patients had disease-causing mutations in
one of the 10 complement genes, with CFB being the most frequently mutated
gene (18.2 %). These results confirm the need to screen all patients with aHUS
for mutations in all potentially involved complement genes.

PO-330
Clinical characteristics and long term outcome of diarrhea associated
hemolytic uremic syndrome
K. Nakanishi(1), T. Ninchoji(1), T. Yamamura(1), S. Minamikawa(1), K.
Nozu(1), K. Nakanishi(2), N. Yoshikawa(3), K. Iijima(1)
(1)Kobe University Graduate School of Medicine, Kobe, Japan; (2)Wakayama
Medical University, Wakayama, Japan; (3) National Center for Child Health
and Development, Center for Clinical Research and Development, Tokyo,
Japan

a. Objectives
The present study aimed to clarify the clinical characteristics and long term
outcomes of patients with diarrhea associated hemolytic uremic syndrome (D+
HUS) at a single institution.
b. Methods
We retrospectively analyzed the medical records of 61 patients with D+HUS
who were admitted to Kobe University Hospital between 1995 and 2015. The
onset of D+HUS was defined as the day 1 of diarrhea. Data are expressed as
median [range] or numbers (%), and p < 0.05 was regarded as significant.
c. Results
The age of onset was 4.1 [1.5 – 13.4] years and the period between onset and
diagnosis of D+HUS was 5 [3 – 18] days. Twenty three (38%) patients required
dialysis for 13 [2 – 37] days starting between days 5 and 9. Seventeen (28%)
patients developed CNS symptoms comprising seizure (n = 14) and impaired
consciousness (n = 7) starting from days 4–18. Although six patients required
mechanical ventilation, none of them died. They were followed up for 3.7 [0 –
18.4] years. The median estimated glomerular filtration rate (eGFR) was 113.7
[57.9 – 159.9] mL/min/1.73m2. Six patients had urinary abnormalities at the
final follow-up. Two patients had chronic kidney disease (CKD), but none had
progressed to end-stage kidney disease. Three patients developed CNS sequelae
comprising a motor disability, retrograde amnesia, and a learning disorder. The
period between the onset and diagnosis of D+HUS was significantly shorter in
the groupwith thanwithout dialysis (5 [3 – 7] vs. 6 [3 – 18] days, p = 0.018), and
in the group with than without CNS complications (4 [3 – 6] vs. 6 [3 – 18], p =
0.013). All patients with CKD or CNS sequelae were diagnosed with D+HUS
within four days of the onset of diarrhea.
d. Conclusions
A shorter period between the onset of diarrhea and a diagnosis of D+HUS
indicated a more severe clinical course or long-term sequelae. The time course
must be considered in terms of risk for a poor prognosis.

PO-331
case report: atypical hemolytic uremic syndrome due to cobalamin C
deficiency - a novel mutation
S. Collopy, J.G. Leite, L. Morais, C. Vanzillotta, C.A. Moraes
Hospital copa d'or, Rio De Janeiro, Brazil

a. Objectives
report a case of atypical hemolytic uremic syndrome (aHUS) due to cobalamin
deficiency with a novel mutation in heterozygosis and benign outcome
b. Methods
review of laboratorial and clinical data of a patient admitted at a pediatric
intensive care unit (pICU) of a general hospital
c. Results
a previously healthy 3-year-old boy was admitted at pICU with congestive
heart failure, high BP and oliguric AKI. family history: an older sister dead at
10 months of age from idiopathic pulmonary hypertension. First lab results:
hemolytic anemia, negative direct coombs test, thrombocytopenia, hypercho-
lesterolemia, hypoalbuminemia, nephrotic proteinuria, microscopic hematuria
and elevated urea and creatinine. Peritoneal dialysis (PD) was initiated on day
2 for fluid overload management. He received 2 doses of Eculizumab without
response on urine output or hematologic aspects. Renal biopsy was not per-
formed due to high BP and thrombocytopenia. Further investigation: normal
C3, total complement, factor H; low C4; negative rheumatologic and infec-
tious screening; elevated homocysteine, methionine; normal vitamin B12 and
folic acid; low methylmalonic acid. cobalamin C deficiency was diagnosed.
Replacement with hidroxicobalamin, folinic acid and bethaine was introduced.
PDwas suspended in 15 days, hematologic status and homocysteine improved
and patient discharged from hospital with normal RF and under antihyperten-
sive therapy. In 20 months: normal RF, no signs of hemolysis under the same
drug regimen. Genetic investigation indicated heterozygosis for cobalamin C
deficiency (cblC) in 2 genes: c.271dupA and c.276G>T, besides mutation in
MTHFR gene (c.C677T).
d. Conclusions
highlight the need of investigating metabolic causes in aHUS patients with no
response to eculizumab and present a novel mutation in cblC gene, pointing
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chances of different phenotypes in heterozygosis. MTHFR gene mutation
might play a adjunctive role on this.

PO-332
Long-term outcome after hemolytic uremic syndrome in childhood
A. Frykman, S. Swerkersson, S. Westphal Ladfors, S. Hansson
Institute of clinical sciences, Gothenburg, Sweden

a. Objectives
Hemolytic uremic syndrome (HUS) is one of the major causes of acute kidney
failure among children. EHEC-associated HUS resolves without serious se-
quelae in the short-term, but there is uncertainty of the long-term outcome. The
aim of this study was to describe the acute phase of the disease and assess the
long-term outcome of HUS cases in western part of Sweden.
b. Methods
Data collection was obtained from patient files of children with HUS 1982-
2014. A follow-up was performed including office blood pressure, urinalysis
for proteinuria and estimation of renal function by cystatin C.
c. Results
There were 89 patients with HUS of whom 83 (93%) presented with diarrhea.
Atypical HUS was diagnosed in 5 patients (2 with diarrhea), pneumococcal-
associated HUS in 2 and thrombotic thrombocytopenic purpura in 1. 42 pa-
tients were anuric for a median of 3 days (1-27 days). 68 needed dialysis for a
median of 13 days (1-122 days). Convulsions occurred in 5 children. 1 patient
died in the acute phase from cerebral edema. Antihypertensive treatment was
given to 37 patients in the acute phase. 19 patients developed hyperglycemia
and were treated with insulin, 1 of whom developed autoantibody negative
insulin dependent diabetes, probably related to the HUS episode. 6 patients
needed pleural and 4 pericardial drainage. 1 patient with EHEC-HUS and 1
with aHUS developed renal failure and were later transplanted.
68 of the 89 patients completed follow-up after a median of 12.4 years (1.1-
33.6); 37 were healthy, 10 had hypertension defined as blood pressure >95%
percentile or were on antihypertensive drugs, 13 had microalbuminuria (3.5-
48.1 g/mol creatinine) and 22 had glomerular filtration rate <90ml/min/1.73m2

(19 CKD2, 2 CKD3, 1 CKD5).
d. Conclusions
As in other long-term follow-up studies a substantial part of the patients with a
history of HUS had signs of renal involvement with hypertension,
microalbuminuria and a decreased renal function. Further follow-up is
warranted.

PO-333
Hemolytic uremic syndrome related to Bordetella pertussis infection―Is
plasma exchange or eculizumab use necessary?
K. Saida, Y. Kano, S. Ishimori, M. Sato, M. Ogura, K. Kamei, K. Ishikura
National Center for Child Health and Development, Tokyo, Japan

a. Objectives
Bordetella Pertussis infection is one of the triggers of atypical hemolytic
uremic syndrome (aHUS). For patients suspected with aHUS, prompt plasma
exchange/infusion (PE/PI) or eculizumab (ECZ) is recommended. Therefore,
these treatments are often chosen for patients with hemolytic uremic syndrome
(HUS) after B. pertussis infection.
b. Methods
We report the case of a patient with HUS related to B. pertussis infection who
spontaneously recovered without PE/PI, or ECZ treatment.
c. Results
A one-month-old Japanese girl was admitted to a hospital because of severe
cough. B. pertussiswas detected by sputum culture. She was born at 38 weeks
of gestation and her birth weight was 2,870g. Fourteen days after admission,
laboratory evaluation revealed anemia, thrombocytopenia, lactate dehydroge-
nase elevation (4,428 IU/L), andmarkedly increased serum ferritin (26,208 ng/
mL). Hemophagocytic syndrome was suspected and 17 days after admission,
she was transferred to our hospital. A day later, she developed acute kidney
injury and was diagnosed with HUS caused by B. pertussis infection. Plasma
complement level had decreased (C3 59 mg/dL, C4 11mg/dL and CH50 31.0

U/mL). Her kidney function worsened over a few days, but thereafter, during
our preparation to initiate ECZ treatment, it improved spontaneously. Hence,
we did not performPE/PI or administer ECZ. She was discharged 46 days after
the first hospitalization without any complication. Genetic workup for com-
plement regulator mutations was performed, but no mutation was found in
genes for CFH, CFI, CFB, C3, MCP, THBD and DGKE.
d. Conclusions
HUS related to B. pertussis infection may be resolved spontaneously.
However, some contribution of complement system dysregulation cannot be
completely ruled out in certain patients. The judgment for treatment of the
acute phase is challenging because B. pertussis often affects infants who
suspected with aHUS. PE/PI or ECZ may be a treatment option especially
for those with a prolonged course or low plasma complement levels.

PO-334
An retrospective analysis of genetic diagnosis in Atypical Hemolytic
Uremic Syndrome (aHUS) and C3 glomerulopathy (C3G). Where we
are now and where we are moving to.
J. Pérez Pérez(1), L. Olavarrieta Scappini(1), S. Vilches Arroyo(1), T. Díaz
Jáuregui(1), M. López-Trascasa(2), P. Sánchez-Corral(2), E. Arjona Bolaños(2),
S. Rodríguez De Córdoba(2)
(1) SECUGEN S.L., Madrid, Spain; (2) Grupo de trabajo en Complemento y
Patología Renal: Centro de Investigaciones Biológicas, Departamento de
Inmunología (CIB-CSIC)-Unidad de Inmunología, Hospital Universitario
La Paz., Madrid, Spain

a. Objectives
Atypical hemolytic uremic syndrome (aHUS) and C3 glomerulopathy (C3G)
are ultra-rare renal diseases associated with alternative pathway complement
dysregulation caused by mutations and polymorphisms in genes encoding
complement proteins. Carriers of pathogenic variants develop the disease as
a consequence of environmental triggers.
Objectives: Retrospective evaluation of a 6-year period of aHUS and C3G
genetic and molecular diagnostics in our laboratory.
b. Methods
Comparative analysis of gene variant identification in aHUS and C3G by
Sanger and next generation sequencing (NGS) technologies, using the Ion
Torrent or Illumina platforms.
c. Results
More than two hundred patients diagnosedwith aHUS and C3Gwere analyzed by
Sanger or NGS. Search for pathogenic genetic variants was done in theCFH, CFI,
MCP (CD46), CFB, C3, THBD, DGKE, CFHR1, CFHR2, CFHR3, CFHR4,
CFHR5, CFP and ADAMTS13 genes. In around 40% of the patients, one or two
pathogenic variants related with the pathology were found. Complement biochem-
ical and functional data was often critical to categorize the genetic variants identi-
fied in the genetic analysis as pathogenic, likely-pathogenic or non-pathogenic.
d. Conclusions
1- In general NGS technologies are much more efficient than the Sanger
sequencing and allow a cheaper and more reliable way to identify genetic
variants. However, there are relevant aHUS and C3G-associated genetic var-
iants that escape detection by NGS
2- Integration of the genetic data with biochemical and functional analyses of the
complement system is often critical to identify the etiological factor responsible
of the disease, which provides the clinician with essential data to guide manage-
ment and treatment in patients affected by these devastating pathologies.

PO-335
Angiotensinogen and interleukin-18 as markers of kidney damage in chil-
dren with a history of hemolytic uremic syndrome
K. Lipiec(1), P. Adamczyk(2), E. Swietochowska(3), K. Ziora(2), M.
Szczepanska(2)
(1) 1Department of Pediatric Nephrology with Dialysis Division for Children,
Public Clinical Hospital No. 1 in Zabrze, Poland, Zabrze, Poland; (2) Chair and
Clinical Department of Pediatrics,, Zabrze, Poland; (3) Chair and Department of
Biochemistry, SMDZ in Zabrze, SUM in Katowice,, Zabrze, Poland
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a. Objectives
Hemolytic uremic syndrome (HUS) is classified as a form of thrombotic mi-
croangiopathy, in the course of which some patients may develop chronic
kidney disease. From a clinical point of view, it is important to search for
markers that allow for early identification of patients at risk of a poor prognosis
after suffering from HUS.
b. Methods
In this study authors evaluated the levels of angiotensinogen (AGT) and
interleukin-18 (IL-18), potentially useful markers, which may detect the
very early stages of kidney damage. The study was conducted in 29
children with a history of HUS. Examination was performed in serum
and urine.
c. Results
AGT concentration measured both in serum and urine was significantly
higher in children after HUS as compared to the control group. No
differences depending on the type of HUS and children’s gender were
noted. The concentration of IL-18 in the serum of children after HUS
was significantly lower as compared to the control group, whereas IL-18
concentration in urine did not differ significantly between the sick and
healthy children. A negative correlation between the concentration of
AGT in blood serum and albuminuria expressed by albumin-creatinine
ratio in patients after HUS was detected.
d. Conclusions
The concentration of AGT in serum and urine in children with a history of
HUS increases, which may indicate the activation of the renin-angiotensin-
aldosterone system, including its intrarenal part.
It seems, therefore, that AGT may be a good biomarker of chronic kidney
damage after acute kidney injury during HUS. In contrast, low levels of IL-
18 in the serum of children after HUS with no difference in the concentration
of this interleukin in the urine as compared to healthy children may indicate a
loss of the protective effect of this cytokine on renal function due to prior HUS.

PO-336
Risk factors for poor renal prognosis in children with diarrhea-associated
hemolytic uremic syndrome
S. Baiko, A. Sukalo
Belarusian State Medical University, Minsk, Belarus

a. Objectives
Our aimwas to detect the most reliable early predictors of poor renal prognosis
in children with diarrhea-associated hemolytic uremic syndrome (D+ HUS).
b. Methods
We conducted a retrospective cohort study of 210 children with D+ HUS from
2005 to 2014. We evaluated the influence of various factors on the develop-
ment of adverse outcomes.
c. Results
In 2013-2015, we re-examined 148 pts (70,5%) which were divided into 2
groups. First group without complications (79 pts): median age at onset of
HUS 1,58 (1,08; 2,83), m:f = 41:38, follow-up 4,25 (1,33; 6,33) years; the
second group with complications (76 pts): median age at onset of HUS 1,59
(1,0; 2,33), m:f = 37:39, follow-up 4,08 (0,83; 5,17) years. 49% patients
demonstrated sequelae: serious - death in acute phase of HUS 4 (2,6%), de-
veloped ESRD 3 (1,9%) and mild-to-moderate - proteinuria 22 (15,5%),
microalbuminuria 23 (16,2%), CKD 2-4 stage 10 (6,5%) and hypertension
42,5% (66,4% confirmed with 24-h BP monitoring).
Risk factors for poor renal prognosis in childrenwithD+HUSwere showed in table.

Risk factors First
group

Second
group

OR [95% CI] p

Leukocytosis:
< 12 / > 12×109/l

27 / 51 15 / 60 2,12 [1,02;
4,41]

<0,05

Anuria: < 4 / > 4 days 42 / 37 17 / 53 3,53 [1,75;
7,15]

<0,001

Dialysis: yes / no 48 / 31 63 / 13 3,12 [1,48 ;
6,62]

<0,01

Alanine aminotransferase
(Alt):

<1,2 / > 1,2 times above
upper limit (UL) of
normal range

29 / 44 15 / 49 2,15 [1,02;
4,53]

<0,05

Aspartate aminotransferase
(Ast):

<1,4 / > 1,4 times above
UL

22 / 33 11 / 41 2,48 [1,05;
5,85]

<0,05

Soluble fibrin monomer
complexes (SFMC):
<1,8/ > 1,8 times
above UL

18 / 13 12 / 24 2,76 [1,02;
7,49]

<0,05

Ventilation of lungs:
yes / no

9 / 70 23 / 53 3,38 [1,44;
7,89]

<0,01

Central nervous system
symptoms: yes / no

6 / 73 21 / 54 4,73 [1,79;
12,52]

<0,001

d. Conclusions
The severity of acute illness (central nervous system symptoms, anuria, need
dialysis and ventilation) and levels of leukocyte, Alt, Ast, SFMC are strongly
associated with a worse long-term prognosis.

PO-337
Atypical Hemolytic Uremic Syndrome (aHUS) - 3 Case Reports
M.K.S. TINO, S. HARTMANN, E. ORDONES
Hospital Materno Infantil de Goiânia, Goiânia, BRAZIL

a. Objectives
Report 3 cases of aHUS to compare them and alert to diagnosis and manage-
ment of this rare, genetic, serious systemic disease, caused by chronic unreg-
ulated activation of the alternative pathway of complement system, leading to
thrombotic microangiopathy (TMA).
b. Methods
Review of medical records. Informed consent provided.
c. Results
Case 1) GGN, 9 m old boy: pallor, oliguria, bruises on legs, 5 d. Sister died
from aHUS.
Case 2) PLMP, 9 y old boy: pallor, hypertension, abdominal pain, increased
creatinine, 3 d.
Case 3) VGPC, 11 m old girl: vomiting, edema and oliguria, 2d. Renal failure
at beginning.
Labs 3 cases: Anemia, schistocytes +, low haptoglobin, high LDH, negative
Coombs, thrombocytopenia, increased creatinine, hematuria, proteinuria. No
diarrhea, fever or history of infection. No signs of malignancy. No drugs used.
Negative serologies and antibodies screening. ADAMTS13 activity >10%.
Normal complement levels.
Case 1) 2 blood transfusions, diuretic, dialysis not required. Discharged: 15 d
after admission, normal exams. Eculizumab approximately 30 d after admis-
sion: better hematological and kidney parameters.
Case 2) 6 blood transfusions, 7 d of hemodialysis, 9 d of plasma, anti hyper-
tensive. Eculizumab 15 d after admission: no more transfusions and just 1
more hemodialysis session. Discharged: 15 d after 1st dose, normal platelet,
creatinine and blood pressure, recovering anemia.
Case 3) 2 blood transfusions, 15 d of peritoneal dialysis, anti hyper-
tensive. Eculizumab 7 d after admission: normal platelets account at
next day, no more need for transfusions and out of dialysis after 2nd
dose.
d. Conclusions
All 3 patients presented TMA and other causes were excluded to diagnose
aHUS. Kidney involvement varied from injury with no need for dialysis to
renal failure. Immediate support was provided by blood transfusions, treatment
of hypertension and peritoneal or hemodialysis. Our patients responded to
eculizumab with hematological and renal function recoveries. aHUS must be
remembered in TMA cases.
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PO-338
Novel ADAMTS-13 compound heterozygous mutation in a patient with
hereditary Thrombotic thrombocytopenic purpura and literatures review
C.Y. Wang, X.Y. Fang, Q. Shen, L. Sun, G.M. Li, B.B. Wu, H.M. Liu,H. Xu
Children's Hospital of Fudan University, Shanghai, China

a. Objectives
To analyze and review the clinical data of a child with hereditary Thrombotic
thrombocytopenic purpura (TTP) so as to improve its knowledge.
b. Methods
Clinical data of the patient was summarized, including clinical manifestations,
imaging features and family history. ADAMTS-13 activity and anti-ADAMTS-
13 antibody were examined at the same time. TMA-related genes analysis was
performed in his family and related literatures were reviewed also.
c. Results
A child of 5 years old was entered into our hospital with hemorrhagic rash and
thrombocytopenia without any nervous system symptoms, and experienced 3
relapse in the next 6 years. The blood film showed microangiopathic hemolytic
anemia and schistocytes, while the urinalysis showed proteinuria. However, no
abnormality was detected in renal function, complement or autoantibody test, and
bonemarrow puncture was normal too. The patient had a good response to plasma
infusion, and diagnosis of the patient was TMA (aHUS or TTP). In further diag-
nosis, ADAMTS-13 activity was <5% in the absence of Anti-ADAMTS-13 anti-
bodies. Three heterozygous mutations, c.530A>G (p.177Y>C), c.1226G>A
(p.409R>Q) and c.1382C>A (p.461S>Y) were found in ADAMTS-13 gene.
His mother is a c.530A>G (p.177Y>C) heterozygous mutation carrier, while his
father died of lymphoma thus we could not perform genetic analysis.
d. Conclusions
The patient’s clinical manifestation was not a classical TTP. However, his
ADAMTS-13 activity was below 5% with the absence of anti-ADAMTS-13
antibody. Through genetic analysis we identified novel disease causingmutations
on ADMATS-13 gene. Our study reports for the first time a case of hereditary
TTP in children, and extends the spectrum of ADAMTS-13 gene mutation.

PO-339
Outcome of 11 pediatric patients with atypical hemolytic and uremic syn-
drome after Eculizumab discontinuation
M. Fila(1), M. Caillez(2), J. Hogan(3), F. Louillet(4), C. Loirat(3), V. Fremeaux
Bacchi(1), F. Fakhouri(5)
(1) CHU Arnaud de Villeneuve, Montpellier, France; (2) CHU La Timone,
Marseille, France; (3) CHU Robert Debré - APHP, Paris, France; (4)CHU
Charles Nicolle, Rouen, France; (5) ITUN and INSERM UMRS 1064 - CHU
Nantes, Nantes, France

a. Objectives
The use of Eculizumab (ECZ), an anti C5 complement inhibitor, has dramat-
ically improved the outcome of atypical hemolytic and uremic (aHUS) syn-
drome in pediatric patients. The risk of end stage renal disease in pediatric
patients with aHUS decrease from 40% to 10%. So, ECZ is actually recom-
mended as a first line therapy in aHUS. However, one of the most debated
question is the optimal duration of treatment with balancing, on one hand, the
risk of aHUS relapse that may lead to ESRD and other complications (cardio-
vascular or neurological manifestations) and, on the other hand, the risk of
severe meningococcal infections and the cost of a lifelong treatment.We report
herein the experience of ECZ withdrawal in 11 pediatric patients with aHUS
b. Methods
Dialysis free pediatric patients with aHUS included in the French aHUS data-
base who discontinued ECZ were enrolled. Relevant clinical, biological and
complement gene screening were reviewed. All the patients were closely
monitored after eculizumab discontinuation and parents were informed of
the way to forward in case of signs suggestive of aHUS relapse
c. Results
11 pediatric patients discontinued ECZ. Complement genes mutations were
identified in 6 patients (3 cfh, 3mcp). Mean follow up after ECZ discontinua-
tion was 22 months [11.2-39]. An aHUS relapse occurred in 5 patients (3 cfh
mutation, 1 mcp and 1 with no mutation identified) in a mean time of 14

months after ECZwithdrawal [7.3-28.6]. ECZwas started within the 48 hours.
In all patients, Hemolysis stopped within the first week and serum creatinine
returned to base line level within the first month. In non-relapsing patients,
renal function and proteinuria remained unchanged despite ECZ withdrawal.
d. Conclusions
5/11 of patients with aHUS relapsed after ECZ discontinuation. However, early
reintroduction of ECZ led to an early apparent complete recovery of renal function.
Identification of cfh mutation is a risk factor of relapse after ECZ discontinuation

PO-340
Clinical and Genetic Study of Atypical Hemolytic Uremic Syndrome
C. Wang, H. Xu, Q. Shen, L. Sun, G. Li, B. Wu, H. Liu
Children's Hospital of Fudan University, Shanghai, China

a. Objectives
To explore the clinical data and do the genetic analysis of the patients diag-
nosed atypical hemolytic uremic syndrome in our hospital between 2013 and
2015. Comparing the difference of the follow-up, so as to improve the knowl-
edge of atypical hemolytic uremic syndrome.
b. Methods
The clinical data of the 9 aHUS cases was reviewed. The aHUS related gene
was submitted to whole exon sequencing panel, including C3, C4, C5, CFH,
CFB, CFI, MCP, CFHR1 and CFHR3, DGKE, THBD and MMACHC. The
positive results were further validated by Sanger sequencing. The follow-up
data of all cases was collected. The correlation between the discovered muta-
tions and the recurrence and prognosis of the patients were analyzed.
c. Results
All 9 patients were diagnosed as aHUS, with microvascular hemolytic anemia,
thrombocytopenia andrenal function impairment. One of them also has epilepsy.
4/9 (44%) children carried complement related genes’ mutation. One mutation in
CFH has been reported as pathogenic in HGMD, while the other three are novel
missensemutations inMCP,C3 andCFB, respectively. 2/4 (50%) cases experienced
recurrence. The patient carryingCFHgene experienced four relapses, and ultimately
died of acute renal failure. The MCP mutation carrier experienced five relapses,
while had good response to plasma transfusion and plasma exchange. The renal
function of the patient with CFB and C3 double mutations is in the CKDI-II period.
While all the 5 patients without detected mutations have good follow-up condition.
d. Conclusions
Our study suggested that aHUS mutations in the complement related genes have a
significant relationwith the recurrence andprognosis. Itwouldbe highly recommend-
ed that the sequencingof the aHUSrelatedgenesbeperformed toprovide informative
evidence in predicting the recurrence and prognosis, and in selecting eculizimab
therapy. Our study also broaden the aHUS related gene mutation spectrum.

PO-341

Complement-aHUS/PTT in Argentina, five years experience of genetic
international laboratory
P. Bonany(1), L. Olavarrieta(2), J. Pérez-Pérez(2)
(1)Secugen, SL, Buenos Aires, Argentina; (2)Secugen, SL, Madrid, Spain

a. Objectives
Describe the results found in 5 years of genetic studies of Argentine patients
with aHUS/PTTclinic by an international laboratory (SECUGENS.L., Spain).
Acknowledgement:
Dr. F.Acosta,Dr.O.Amoreo,Dra.M.Benitez,Dr.A.Brodsky,Dr.R.Burgos,Dra.
A. Cedola, Dr. P. Coccia, Dra. M. Contreras, Dr. C. Chiurchiu, Dr. G. Drelichman,
Dr. N. F. Escobar, Dra. A. Exeni, Dra. M Fortunato, Dra. M. Funes, Dra. M.
Lludgar, Dr. S. Melenchuk, Dr. J Ruscaso, Dra. M. Teiber, Dr. H. Trimarchi.
b. Methods
Analysis of aHUS in 21 patients by Sanger and next generation sequencing (NGS)
technology in SECUGEN S.L.-España from January 2011 until December 2015.
Sanger technology: DNA sequencing: Exons and promoter region of CFH,
MCP, CFI, CFB, C3 and THBD genes. NGS technology: Amplification of the
region of interest with Ampliseq technologies and sequencing by Ion Torrent
and Nextera capture of the region of interest with Illumina (MySeq). The genes
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studied by NGS are CFH, CFI, MCP (CD46), CFB, C3, THBD, DGKE,
CFHR1, CFHR2, CFHR3, CFHR4, CFHR5, CFP and ADAMTS13.
Additionally, the promoter region of CFH and promoter region and 3’UTR
of MCP (CD46) genes were included. Analysis of sequencing and description
of changes compared to the DNA reference in databases.
c. Results
Of the 21 patients studied, 13 (62%) were male and 8 (38%) women. 8 (38%)
of them were children and 13 (62%) adults.
In 12 patients, 6 adults and 6 children, a total of 16 mutations were found:
related or possibly related to the disease in 8, and variants of uncertain signif-
icance (VUS) in other 8.
The mutations are described in Table 1

& Table 1

d. Conclusions
We found mutations or genetic variants in 57,14% of the cases studied.
We found mutations or genetic variants in the following genes: CFH, MCP
(CD46), C3, ADAMTS13, CFI, CFB and CFHR2.
Mutations or genetic variants in CFH and MCP (CD46) occurred more fre-
quently, representing 62,5% of them. In 3 patients combined forms were
found: MCP (CD46) + CFH in 2 cases and other ADAMST13 + CFI. CD46
mutations were found only in children.

PO-342
Long-term outcome of hemolytic uremic syndrome: development of se-
quelae 10-years after acute disease
A. Rosales, T. Giner, J. Hofer, M. Riedl, D. Orth-Höller, R. Würzner, T.
Jungraithmayr
Innsbruck Medical University, Innsbruck, Austria

a. Objectives
The aim of this study was to evaluate the long-term prognosis of children with
hemolytic uremic syndrome (HUS) 10 years after the acute phase of disease.
b. Methods
Over a 6-year period 619 pediatric patients with the clinical diagnosis of HUS
were registered in Austria and Germany, and a subset (n=139) was prospec-
tively followed up for 10 years.
c. Results
Infection with EHEC was confirmed in 79% of cases. Ten year after diagnosis,
63% of EHEC infected patients were fully recovered. The remaining 37% had
persistent hypertension (16%), neurological symptoms (3%), decreased glomerular
filtration rate (3%) and/or proteinuria (23%).Hypertension or proteinuria developed
in a total of 7 patients who had not presented symptoms in any of the previous
controls and in 16 patients who had not presented symptoms at the 1-year follow
up. An association between the need of dialysis or plasmapheresis and the presence
of symptoms after 10 years was observed (p<0.05), but these treatments were also
used in more severe cases. In contrast, the use of antibiotics in the diarrheal phase

and other established risk factors for developing HUS, such as EHEC Serotype or
Stx2 production, were not associated to poor long term outcome. In particular there
was no difference between O157 and non-O157 EHEC. Other risk factors for a
worse course, such as initial WBC or thrombocytes, were not identified.
d. Conclusions
This study shows that pediatric HUS patients are still at risk of developing
sequelae 10 years after the acute phase of disease, identifies an association
between the use of renal replacement therapies and poor long term outcome
and confirms already known risk factors for poor prognosis.

PO-343
Hemolytic Uremic Syndrome: Natural History and Predictors of Severe
Outcome
G. Ranucci(1), A. Ferretti(2), C. Tornincasa(1), V. Gragnaniello(1), R.
D'arcangelo(2), U. Graziano(2), V. Serio(2), C. Pecoraro(2)
(1)Department of Pediatrics, University Federico II, Naples, Italy; (2)Children
Hospital Santobono, Naples, Italy

a. Objectives
To assess natural history of children with hemolytic uremic syndrome (HUS).
To evaluate the existence of predictors of severe course.
b. Methods
This is an observational study based on data collected on 109 children with
HUS, diagnosed and followed at a single pediatric nephrology unit. We select-
ed 32 cases (age 4.1 years –range 9 months-12.7 years; 18 females), for which
all data were available. Univariable analyses assess differences between pa-
tients without and with severe course (hospitalization in ICU, neurologic and
abdominal complications, cardiac effusion, dialysis and plasma exchange).

& Association between candidate predictors and severe outcome in children
with HUS * p<0.05

c. Results
Eleven (34%) patients (pts) were admitted to ICU. 30 (94%) had a history of
diarrhea and 8 (25%) of respiratory infection within 7 days prior to hospital-
ization. 24 (75%) had evidence of E.Coli, 1 an identified S. pneumoniae
infection, 8 (25%) genetic mutations of CFH and C3. Duration of hospitaliza-
tion was 23 days (range 8-60), higher in pts who require dialysis (p <0.05).All
had an acute kidney injury (AKI), 20 (62%) with anuria on admission.
Prevalence of neurologic complications was higher in anuric pts (50% vs
7%). Duration of AKI was 25.5 days (2-180). 17 pts (53%) needed dialysis
during hospitalization for 7.5 days (3-29). 4 of these (23.5%) continue dialysis
over hospitalization. 28 pts (87%) needed red blood cell (RBC) transfusions;
1(3%) plasmapheresis. On univariate analysis factors associated with a severe
course were: anuria at onset, female gender, ALT, LDH and C3, number of
RBC transfusions (See Table 1). At the end of follow-up complications were
present in 7 pts (21%): 5 (15%) hypertension, 5 (15%) proteinuria, 1 (3%)
diabetes mellitus and 1 ( 3%) pancreatic hyperenzymemia.
d. Conclusions
Our results identify some predictors of severe course of HUS in children.
Anuria is strongly related with the risk of neurological complications. These
informations could have a great impact in triage of children with HUS.
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PO-344
Rituximab rescue therapy in children with anti-factor H (CFH) antibody
associated hemolytic uremic syndrome (HUS)
K. Vala, P. Deore, N. Krishnamurthy, A. Udani, A. Ohri, A. Deokar, S.
Parekhji, U. Ali
Bai Jerbai Wadia Hospital for Children, Mumbai, India

a. Objectives
To study the effect of Rituximab in children with anti-factor H (CFH) antibody
associated HUS who were refractory to standard therapy.
b. Methods
A retrospective study was undertaken to assess the effect of Rituximab given
as rescue therapy to children with anti-CFH antibody associated HUS who did
not attain remission despite 15 daily plasma exchanges (PEX) and immuno-
suppression with steroids and Mycophenolate Mofetil(MMF). Rituximab was
given at a dose of 375mg/m2 as an intravenous infusion. Unresponsive patients
were given additional weekly doses of Rituximab up to a maximum of 4 doses.
Steroids and MMF were continued as maintenance therapy for one year to
sustain remission. Hematological response, renal recovery, need for extracor-
poreal therapies and blood transfusion was assessed pre and post Rituximab.
c. Results
Twelve children with a mean age of 6.3±2.14 years received Rituximab for the
first episode of HUS. Rituximab was administered at a mean of 34.45±17.09
days after disease onset. There was an increase in mean platelet count on day 7
post Rituximab from 81±31 103/mm3 to 245±131 103/mm3 (p<0.05) and hemo-
globin from 7.33±0.82 g/dl to 8.25±1.09 g/dl (p, 0.001). There was a decrease in
the need for PEXs from 17±8.06 to 2.3±6.3 (p<0.0001) and of hemodialysis
sessions from 12.36±11.13 to 1.09±2.58 (p, 0.005). The number of blood trans-
fusions decreased from 3.18±1.83 units to 0.18±0.40 (p, 0.0001). Rituximab
induced hematological remission and renal recovery in 11/12 children with
therapy resistant HUS. Nine responded to one dose and two to 2 doses. One
patient who failed to respond despite 4 doses of Rituximab, died. Remissionwas
sustained with one year maintenance therapy with steroids and MMF. Relapses
occurred in three who prematurely omitted maintenance immunosuppression.
d. Conclusions
Rituximab is useful as rescue therapy for induction of remission in PEX re-
fractory anti-CFH antibody associated HUS.

PO-345
Rab7b participation on the TLR4 (Toll like receptor) endocytic pathway
in Hemolytic Uremic Syndrome
A. Gil Lorenzo(1), A. Lafalla(1), V. Bocanegra(1), V.V. Costantino(2), M.E.
Benardon

(1)

, V. Cacciamani(1), P. Valles(1)
(1) School of Medicine. University of Cuyo, Mendoza, Argentina; (2) Conicet
(Consejo Nacional de Investigaciones Científicas y Técnicas), Mendoza,
Argentina

a. Objectives
The inflammatory response of host endothelial cells to Shiga toxin and/or lipo-
polysaccharides (LPS) of E coli is included in typical HUS. LPS stimulation of
TLR4 activates signal transduction pathways leading to proinflammatory cyto-
kine secretion.The TLR4-LPS complex is rapidly internalized and TLR4-
induced inflammatory signaling is stopped by targeting the complex for degra-
dation. Rab7b,a small GTPase expressed in monocytes, regulates the later stages
of the endocytic pathway.
We studied the Rab7b participation on the TLR4 endocytic pathway and its
effect on monocyte intracellular cytokine production along the acute course of
HUS.
b. Methods
The studies were performed in monocytes from HUS patients by flow cytom-
etry and immunofuorescence confocal microscopy.
c. Results
Surface TLR4 expression determined by flow cytometry in CD14(+) monocytes
from 16 HUS patients remains unchanged at onset and significantly increased by
day 4 compared to 10 healthy childrenmonocytes. Significant higher citoplasmatic
TLR4 protein expression was accompanied by increased proinflammatory

intracellular cytokines,tumor necrosis factor alpha (TNF-α), and interleukin 6
(IL-6) in HUS monocytes at days 1 and 4 vs controls.On the contrary,monocytes
display decreased surface TLR4 expression and significant reduction of intracellu-
lar TNF-αand IL6 levels released in a time-dependentmanner after a disease follow
up of 6 to 10 days Furthermore, immunofluorescence confocal microscopy proved
colocalization of increased intracellular TLR4/ Rab7b determined by Pearson's
coefficient in monocytes from HUS patients on day 1. The highest colocalization
of both proteins in monocytes was shown by day 4, then decreased TLR4 /Rab7b
colocalization was shown 10 days after HUS onset.
d. Conclusions
The colocalization of TLR4 and Rab7b allows us to suggest that Rab7b par-
ticipates in the control of the TLR4 endocitic pathways in HUS patient mono-
cytes .A consequential fall in cytokine production throughout the early follow
up of HUS is demonstrated.

PO-346
Two cases of atypical hemolytic uremic syndromewith different treatment
approaches
T. Milheiro Silva(1), A. Azevedo(2), V. Brites(1), T. Francisco(1), R. Santos(1),
G. Neto(1), A.P. Serrão(1), M. Abranches(1)
(1) Hospital Dona Estefânia, Lisboa, Portugal; (2) Hospital Curry Cabral,
Lisboa, Portugal

a. Objectives
Atypical hemolytic uremic syndrome (aHUS) is now recognized as a disease
of complement dysregulation. New treatment approaches targeted to identifi-
able mutations of complement are being outlined along with genotype-
phenotype correlations.
b. Methods
Two cases of aHUS with different clinical presentations and treatment options
are presented.
c. Results
Case1: 5-year-old girl presented acutely with non-immune haemolytic anaemia,
thrombocytopenia and acute renal failure with no gastrointestinal or neurological
symptoms. Initial evaluation revealed normal ADAMTS13 activity and absence
of secondary causes of aHUS. Daily plasmapheresis (PP) sessions were started
on day 3 andmaintained until normalization of parameters. Anti-CFH antibodies
were found to be positive on the initial blood samples, 1 month after presenta-
tion. She was started on prednisolone and mycophenolate mofetil and stopped
PP sessions. A complete deletion of the CFHR1 gene was found.
Case2: 12-year-old girl presented with a 2 week history of constipation and
abdominal pain followed by the appearence of bloody stools. Although initial
lab results showed only slight changes, 1 day after admission she was oliguric
and showed non-immune haemolytic anaemia (Hb 8,9g/dL), thrombocytope-
nia (24x10^9/L) and elevated urea (163mg/dL) and creatinine (2,28mg/dL)
levels. Stool cultures were negative for SHiga-toxin producing bacteria. Other
secondary causes causes of aHUS were excluded and daily PP sessions were
started on day 7 and maintained until normalization of lab parameters.
Eculizumab was started 2 months after initial diagnosis of aHUS and PP
was stopped. Sequencing revealed no known mutations on associated genes.
d. Conclusions
Atypical HUS is a rare but potentially fatal condition. Time until the beggining
of treatment directly influences prognosis in terms of life expectancy and
kidney function. Given the high costs of complement blockade treatment,
choice of the optimal therapeutic plan is relevant and still subject to geograph-
ical asymmetries.

PO-347
Uncertainty about Eculizumab Dosing in Infants
G. Filler(1), B. Wile(1), A.P. Sharma(1), C. Licht(2), S-H.S. Huang(1)
(1) University of Western Ontario, London, Canada; (2) Hospital for Sick
Children University of Toronto, Toronto, Canada

a. Objectives
Eculizumab is the therapy of choice for patients with aHUS and there are
established dosing guidelines.
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b. Methods
Case report
c. Results
An 8-months old previously healthy, fully immunized, formula fed female
presented with a short history of an upper respiratory tract infection presented
with somnolence, feeding intolerance and emesis (non-bilious and non-
bloody) as well as reduced urine output. The diagnosis of thrombotic micro-
angiopathy (TMA) was made based on thrombocytopenia (48 x 109/L), he-
molytic anemia (Hgb 60 g/L, LDH 4909 U/L, haptoglobin undetectable) and
inappropriately high serum creatinine (47 umol/L). There was a very active
urinary sediment. ADAMTS13 activity was >69%,. The genetic workup con-
firmed a pathogenic variant (c.3546G>C (p.Arg1182Ser)) and a variant of
uncertain significance (C.3148A>T (p.Asn1050Tyr)) in the CFH gene.
Treatment consisted of plasma infusion therapy and 4 treatments with plasma-
pheresis with up to 1.5 times the plasma volume. Platelets, urine output creat-
inine normalized. Three weeks later she relapsed so she was started on
Eculizumab as per the consensus guidelines. Interestingly, the patient started
to feel unwell on day 16 after each treatment, with feeding intolerance and
vomiting. Treatment was accelerated to 18 day and then 17 day intervals
without cessation of vomiting on day 16 after Eculizumab infusion, and the
dosing interval was shortened to 14 days. Patient weight dropped from the 92nd

to the 52nd percentile. CH50 complement activity remained undetectable.
Eculizumab pre-treatment concentration measurement after a dosing interval
of 2 weeks is pending. The cystatin C eGFR remained abnormal and was 67
mL/min/1.73 m2 after 4 months of therapy.
d. Conclusions
Empirical escalation of the Eculizumab dose for the weight category over
10 kg achieved clinical remission, suggesting that the dosing guidelines may
require more patient data for infants.

PO-348
Acute appendicitis and thrombocytopenia - first signs of thrombotic
thrombocytopenic purpura (Case report)
A. Arapovic(1), S. Prgomet(1), T. Kovacevic(1), Z. Prohaszka(2), L. Stricevic(1),
R. Despot(1), E. Marusic(1), M. Saraga(3)
(1) Pediatric Department, University Hospital Split, Split, Croatia; (2)

Department of Internal Medicine, Semmelweis University, Budapest,
Hungary; (3) University Hospital Split, Split, Croatia

a. Objectives
Thrombotic thrombocytopenic purpura (TTP) in children is a rare, life threat-
ening syndrome, related to deficient activity of the von Willebrand factor
cleaving protease (ADAMTS13), inherited via ADAMTS13 gene mutations
or acquired via anti-ADAMTS13 auto antibodies. TTP is characterized by
microangiopathic hemolytic anemia, thrombocytopenia with renal dysfunc-
tion, neurologic symptoms and fever. It can occur after bone marrow or solid
organ transplant, and rarely after cardiothoracic, abdominal and orthopedic
surgeries. Here we analyze a case of 16-year old boy with TTP, presented with
thrombocytopenia before appendectomy.
b. Methods
Seven days after surgery, our patient started to throw up, got melena and was
admitted to PICU with clinical picture of shock. Laboratory test, gastroscopy
and brainMR angiography were performed. In addition samples for HUS/TTP
workup was taken.
c. Results
Gastroscopy showed Helicobacter pylori positive hemorrhagic gastritis. Patient
was treated by erythrocyte transfusions, fresh frozen plasma, human albumins,
glucose-electrolyte solutions, vitamin K, and antibiotics. He received platelet
transfusion (PT) before surgery, and before the diagnosis of TTP. After 48 hours,
we started with plasma exchanges (PEX). Due to generalized tonic-clonic
seisures, he was attached to artificial ventilation. Brain MR angiography showed
small cerebro-vascular insult in the art.cerebri media region. Blood tests showed
inactivity (0%) of ADAMTS13, but presence of anti-ADAMTS13 auto antibod-
ies so rituximab was prescribed. Patient reached optimal platelet number follow-
ing treatment for Helicobacter pylori infection in combination with PEX and
rituximab. He recovered completely and was discharged after 60 days.

d. Conclusions
We presented the rare case of TTP with appendicitis as its first manifestation,
and positive Helicobacter pylori. Early diagnosis of TTP is essential for the
early start of PEX and for avoidance of possibly harmful PT, associated with
seizures and brain damage.

PO-349
Genetic profile, follow-up and outcome of atypical hemolytic syndrome in
Croatian children: single center experience
D. Milosevic(1), D. Batinic(1), K. Vrljicak(1), J. Slavicek(1), S. Galic(1), Z.
Prohaszka(2)
(1) Clinical Hospital Center Zagreb, Zagreb, CROATIA; (2) Semmelweis
University, Budapest, Hungary

a. Objectives
A retrospective analysis including genetic profile, follow-up and outcome of
all cases with aHUS
b. Methods
All 5 cases were treated in Referral Centre for pediatric nephrology, dialysis
and transplantation. Genetic analysis were performed for all children.
c. Results
The onset of disease, gender, clinical symptoms, laboratory findings, therapy
and outcome were recorded. The first child (10 months)is heterozygous for a
substitution in exon 27 of theC3 gene (c.3478G>A),heterozygous for theCFH
H3 haplotype and homozygous for the MCPggaac haplotype of the CD46
gene. The second child (11 months) isheterozygous for a mutation causing
amino acid change (Q950H) in scr16 of complementfactor H and heterozy-
gous for the rare allele of the CFH c.-331C>T polymorphism. These
twochildren were treated with PEX/FFP, CVVHD and Eculizumab. The other
two children are siblings. Brother (8yr) with recidivant HUS iscarrying the
MCP S274I mutation and is homozygous for the MCPggaac haplotype of the
CD46 gene. His sister (one onset of disease) has a novel heterozygous muta-
tion (p.S274I) in CD46. CD46 p.Sis heterozygous for the rare allele of the
CFH c.-331C>T polymorphism. These variation jointly explain the genetic
background of aHUS in this patient. Siblings were treated with methylpred-
nisolone and PEX/FFP. Fifth patient (a boy, 8 yr.)with severely decreased
Factor H antigen levelwith highly positive anti-FH autoantibodywas treated
with FFP/PEX, initially for 2 consecutive days with methylprednisolone
pulses, than oral methylprednisolone+5 cyclophosphamide pulses.
d. Conclusions
Diagnosis and treatment was performed prior to the results of genetic testing
and its success was measured by clinical/laboratory improvement. All affected
children apprehend normal physical/mental status, except for the second infant
which show mild mental retardation.

PO-350
The Cases Analysis of Kidney Injury After Hematopoietic Stell Cell
Transplantation in Children
R. Chen, X. Li
Department of Nephrology,SoochowuniversityChildren'sHosptial,jiangsu,China.,
Jiangsu.Suzhou, China

a. Objectives
To investigate the etiological analysis,renal biopsy pathologyï¼'clinical
manifestation,therapy and prognosis of children’s renal dysfunction after he-
matopoietic stem cell transplantation.
b. Methods
Eighty clinical datas of children’s renal dysfunction after HSCT admitted to
Hematology department in children’s hosptial affiliated to Soochow
university,from Jan,2014 to Dec,2015 were reviewed and discussed in combi-
nation with the relevant literature.
c. Results
In 80 cases of children with HSCT ,there are 4 cases of autologous stell cell
transplantation and the remaining 76 cases of allogeneic hematopoietic stell
cell transplantations.The amount of cases with renal injury are 39 , including
30 cases as a transient, showed prerenal acute kidney injury (AKI) and the
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remaining 9 cases are more durable.The clinical manifestations are hyperten-
sion, proteinuria, oliguria, edema, etc.The laboratory indexes have different
degrees of decline in glomerular filtration rate and increase in serum
creatinine,urea and uric acid . Four cases of abandoned or transferred and five
cases of kidney biopsy to clear pathological types including glomerular and
tubular lesions.After active antihypertensive,diuretic and other symptomatic
therapy and the application of glucocorticoid,immunosuppressive agents and
other etiological treatment,the renal function of four cases return to normal,one
case of aplastic anemia with long-term use of cyclosporine after transplantation
with renal thrombotic microangiopathy (TMA) is into the chronic dialysis.
d. Conclusions
Children’s renal dysfunction after HSCT may be relevant to graft-versus-host
disease(GVHD),the application of nephrotoxic drugs and secondary renal
injury,which have different clinical,laboratory and pathogenic
manifestations.After positive etiological and symptomatic treatments,most re-
turn to normal. Renal biopsy pathology for the etiological analysis,therapeutic
guide and prognostic vaule is of great significance.

PO-351
NGAL and C3 complement as factors reflecting the severity of kidney
damage in children with diarrhea-associated hemolytic uremic syndrome
S. Baiko, A. Sukalo
Belarusian State Medical University, Minsk, Belarus

a. Objectives
Aim of our study was to detect the levels of blood neutrophil gelatinase-
associated lipocalin (NGAL), complement C3 and C4 in children with
diarrhea-associated hemolytic-uremic syndrome (D+ HUS) at admission to
dialysis center and to find the relationship between them and factors determin-
ing the severity of renal damage.
b. Methods
Weconducted a prospective study of 35 childrenwithD+HUS in 2013-2015y.We
evaluated the levels of blood NGAL and C3, C4 complement at admission to our
center and correlation their with factors reflecting the severity of kidney damage.
c. Results
All pts were divided into 3 groups. 1st - with acute D+ HUSwithout dialysis (7
pts): Me age 1,92 (1,33; 6,42), the 2nd - with dialysis (28 pts): Me age 2,38
(1,88; 4,0), the 3rd- children after recovery of D+ HUS (124 pts): Me age at
onset of HUS 1,58 (1,0; 2,63), follow-up 4,34±2,45y. The levels of NGAL
were significantly higher in pts with acute HUS - 1gr: 123,5 (85,8; 281,1) ng/
ml, 2gr: 425,9 (347,1;515,3) and 3gr: 42,9 (30,1; 55,4) (p1-2,1-3,2-3<0,001). C3
complement was lower the normal range in 85,7% pts of 1gr compare with
28,6% - 2gr (p< 0,001) and 17,7% - 3gr (p<0,001). The comparison of abso-
lute values revealed similar patterns: 1gr 0,73 (0,62; 0,84) g/l with 2gr 1,07
(0,89; 1,29) (p<0,001) and 3gr 1,06 (0,95;1,18) (p<0,001). C4 complement
was into the normal range in all children with acute HUS. Revealed a close
correlation between the levels of NGAL and C3 complement with creatinin
levels (rs = 0,79 and rs= - 0,45), requirements of dialysis (rs= 0,73 and rs= -
0,6) and duration of oligoanuria (rs = 0,72 and rs= - 0,48).
d. Conclusions
A significant increasing of NGAL and decreasing of C3 complement was
found in children with acute phase of D+ HUS, more often in those who
needed renal replacement therapy. The close correlation: positive for NGAL
and negative for C3 complement with factors reflecting the severity of renal
damage was detected.

PO-352
Correlation between 24-hour albuminuria and albuminuria/creatininuria
ratio in patients with Hemolytic Uremic Syndrome (HUS)
D. Masso, L. Ventiades, E. Isern, P. Carlopio, D. Ripeau, N. Bovone
Posadas Hospital, Buenos Aires, Argentina

a. Objectives
Background: 40% of the HUS patients develop a chronic renal disease; 5%
quite early and 35% in a variable period of time, with albuminuria (AU) as an
indicator of hyperfiltration and progression. Even though the 24-hour AU is

the “gold standard”, it is difficult to collect it in children; therefore, the use of
albumin/creatinine ratio (ACR) in an isolated sample of urine in some glomer-
ulopathies –with normal values between 10 and 30 mg/g of creatinine– has
been proposed.
Objective: Predict 24-hour AU from the ACR of the first morning urine.
b. Methods
Design: Observational, cross sectional, correlation study
Inclusion Criteria: History of HUS with time of progress after discharge >1
year, and current age <19.Exclusion Criteria:Renal involvement previous to
HUS, diabetics, inability of 24-hour urine collection. Variables: Age, AU in
24-hour urine (UL<30 ug/min/1, 73), ACR(UL <30 mg/g creatinine).
Method: 24-hour urine was collected to detect AU (kinetic nephelometry);
from the first morning urine, 10 ml were separated for the ACR. Statistical
analysis: Simple linear regression between AU and ACR and multiple linear
regression between AU and ACR according to the age.
c. Results
36 patients met the inclusion criteria. By looking at the distribution of the AU
levels, there were only 3 patients with levelsbigger than 100 ug/min/1, 73,
therefore 33 patients–with a median age of 10 (from 4 to 17 years old)–were
analyzed.The statistical analysis revealed: a highly significant linear associa-
tion (P< 0, 0001) with an increasing linear trend (r 0,718) and absence of linear
association between AU and Age (-0,029 according to Pearson’s r).
d. Conclusions
the good linear correlation between AU and ACR would allow us to use this
ratio in patients with history of HUS to predict AU

PO-353
Early predictors of dialysis at the time of hospital admission in patients
with hemolytic uremic syndrome associated with diarrhea.
L. Alconcher(1), L. Lucarelli(1), M. Rivero(2), E. Rodriguez(2)
(1) Hospital Interzonal Dr. Jose Penna, Bahia Blanca, Argentina; (2)

Universidad Nacional del Centro de la Provincia de Buenos Aires, Tandil,
Argentina

a. Objectives
To identify early predictors of dialysis at onset of postdiarrheal Hemolytic
Uremic Syndrome (D+HUS).
b. Methods
Retro-prospective, observational and transversal study. Data of D+HUS children
hospitalized between 2005-2015 were collected through population-based sur-
veillance. Predictors included: gender, age at onset (<1, 1-2and ≥2 years), initial
platelets and white blood cell (WBC) count (≤20000 or >20000/mm3), hemat-
ocrit (≤23 or >23%), hydration state, neurological involvement (normal, sei-
zures, irritability, somnolence), previous antibiotics prescription and evidence
of shiga-toxin producing E.Coli (STEC) infection. Bivariate and multivariate
analyses were performed, a p<0.05 was considered significant.
c. Results
143 D+HUS patients, 88 female (61.5%), mean age 34.6 months were includ-
ed. Sixty nine (48%) required dialysis. Gender, hydration state, platelet counts
and antibiotics prescription were not associated with dialysis request. Seventy
two percent of the patients with >20000 WBC required dialysis vs. 40 % of
those with less counts (OR 3.20 CI 95% 1.5-6.5; p=0.001). Patients aged < 2
years had a 4.4 times higher risk of dialysis request (CI 95% 1.19-16.6,
p=0.02). Stool culture was available in 79 patients, 65% of STEC+ required
dialysis vs. 33% of those with negative cultures (OR 3.51, CI95% 1.43-8.66;
p=0.006). Dialysis need increased 3.5 times in somnolent patients (CI95%
1.61-7.63, p=0.0015). Sixty three percent of patients with hematocrit > 23 %
required dialysis vs. 33% of those with less value (OR 3.08, CI95% 1.6-5.93;
p=0.0007). In the multivariable analysis, hematocrit >23 % and somnolence
were not only significant predictors of dialysis request but also of long-term
dialysis request (>10 days).
d. Conclusions
These data would be useful to predict dialysis request at onset of the disease.
Even though WBC >20000, age <2 years and STEC+ stool cultures were
predictors of dialysis,somnolence and hematocrit > 23% were the only signif-
icant factors in the multivariate analysis.
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PO-354
Turkish Atypical Hemolytic Uremic Syndrome Registry: Extra-Renal
Manifestations
K. Fidan(1), K. Gulleroglu(2), E. Baskin(2), E. Melek(3), N. Topal(4), Z. Y.
Yildirim(5), F. Ozaltin(6), O. Soylemezoglu(1)
(1)Gazi University, Ankara, TURKEY; (2) Baskent University, Ankara, Turkey;
(3) Cukurova University, Adana, Turkey; (4) Bezmialem Vakıf University,
Istanbul, Turkey; (5) Istanbul University, Istanbul, Turkey; (6) Hacettepe
University, Ankara, Turkey

a. Objectives
Atypical hemolytic uremic syndrome (aHUS) is a life-threating systemic dis-
ease. The aim of the study was to evaluate aHUS patients with extrarenal
manifestations.
b. Methods
Clinical and laboratory features of the patients were analyzed from the registry.
c. Results
Sixty one (21 males, 40 females) out of 146 patients (41.7%) had extrarenal
involvement. Median age at diagnosis was 5.96 years (IQR 3.85-9.81 years).
Median follow-up duration was 2.1 years ( IQR 1.2-3.8 years).
Themost common extrarenal involvement was observed in the neurologic system
(n=50; 34%). Median age was 6.70 (IQR 3.71 -10.41 years). Eight of these
patients had also another system involvement. Brain imaging was performed in
35 patients and abnormal radiological findings were demonstrated in 29 of them.
Cardiac involvementwas present in 8 patients (5.4%). Two patients had hyper-
trophic cardiomyopathy. The remaining findings were dilated cardiomyopa-
thy, LCA dilatation, intracardiac thrombus, myocarditis, valvular insufficiency
and papillary ischemia. Gastrointestinal system involvement was present in 10
children and pancreatitis is the most common disorder (2.7%). Respiratory
involvement was present in five patients (3.4%) 16 patients (10.9% ) had
multisystem involvement and 2 of them died during the acute stage. 55% of
the patients received RRT and 72% of the patients received eculizumab.
d. Conclusions
Neurological symptoms are the most frequent extrarenal findings and multi-
system involvement indicates a poor prognosis.

PO-355
Turkish Atypical Hemolytic Uremic Syndrome Registry: ChildrenTreated
By Plasma Therapy Only
O. Aydog(1), A. Delibas(2), S.G. Ozlu(3), B. Gulhan(4), E. Ozdogan Bahat(5), M.
Tasdemir(6), E. Korkmaz(4), F. Ozaltin(4)
(1)Dr Sami Ulus Childrens andMaternity Hospital, Ankara, Turkey; (2)Mersin
University, Faculty of Medicine, Department of Pediatric Nephrology, Mersin,
Turkey; (3) YıldırımBeyazıt University Faculty ofMedicine, Ankara, Turkey; (4)

Hacettepe University, Faculty of Medicine, Department of Pediatric
Nephrology, Ankara, Turkey; (5) Karadeniz Technical University, Faculty of
Medicine, Department of Pediatric Nephrology, Trabzon, Turkey; (6)

University of Koc, Faculty of Medicine, Department of Pediatric
Nephrology, Istanbul, Turkey

a. Objectives
Atypical HUS (aHUS) can result from defects in the regulation of the alterna-
tive complement pathway on vascular endothelial cells. Plasma therapy was
the mainstay treatment of aHUS for many years. However this treatment
modality was replaced by monoclonal antibodies in recent years. We aimed
to evaluate outcome of the patients who received plasma therapy alone.
b. Methods
32 patients (12 males, 20 females) with aHUS treated by only plasma therapy
were recruited from Turkish Pediatric aHUS Registry (n=146). The median age
at diagnosis was 1,02±2,55 years. Mutation analyses in complement genes and
DGKE and detection of factor H antibody were performed in 26 patients; 7 of
them had different mutations, and 1 had factor H antibody.
During acute period, 5 patients had anuria and 19 oliguria. Proteinuria was
detected in 23 patients and 14 patients had hypertension. Among 32 patients;
14 received plasma infusion, 14 plasma exchange and 4 had both. The median
number of plasma infusion was 9.5±7,7 (IQR 9.5-15) and plasma exchange 14

±14 (IQR 14-24). Seventeen patients (53,1%) needed dialysis and 2 patients
(6,3%) died.
At the time of discharge, GFR returned to normal in 20 patients. Two patients
(6,3%) were discharged on RRT. No patients needed plasma therapy after
discharge.
At the last visit, 4 patients (12,5%) had non-nephrotic proteinuria, 7 patients
(21,9%) had hypertension. One of 2 patients who had been discharged on RRT
underwent renal transplantation and other is following on RRT. Totally 3 patients
(9,4%) have CKD (1 patient on grade 1, 1 patient grade 4 and 1 patient grade 5).
c. Results
Based on these results, plasma therapy still remains one of the most effective
therapies in aHUS.
d. Conclusions

PO-356
Outcome of children with anti-CFH antibodies associated atypical hemo-
lytic uremic syndrome (aHUS).
M. Yasmeen, K. Vellore, V. Choudhary, K. Ganesan, S. Ekambaram, P.
Senguttuvan
Dr. Mehta's Children's Hospital, Chennai, India

a. Objectives
Hemolytic Uremic syndrome presents as a triad of hemolytic anemia, throm-
bocytopenia and renal impairment.aHUS constitutes 10%.There is dysregula-
tion of compliment alternate pathway.
To study the outcome of children with anti-CFH antibodies associated atypical
Hemolytic uremic syndrome (aHUS).
b. Methods
We report four children with anti-CFH Ab associated aHUS treated with
p l asmapheres i s (PEX) ,hemodia lys i s (HD) ,o ra l p redniso lone ,
cyclophosphamide(CYC) pulse therapy, mycophenolate mofetil(MMF) with
the resolution of anti-CFH Ab titers and kidney function.
c. Results
We report four children from 2014-15 who were admitted as aHUS.All four
children had symptoms of fever, vomiting, abdominal pain and oliguria.None
had diarrhea .Male to female ratio was 3:1.Age of presentation was in range
4yrs-10yrs. Hemolysis confirmed on peripheral smear by presence of
schistocytes.Hemoglobin was in range of 5.3-10.4gm/dl and platelets were in
the range of 22,000 to 1 lakh/m3. Serum creatinine ranging from 5.4 to 1.3mg/
dl.LDH levels were raised ranging from 2800to4800 units.Anti CFH titers rang-
ing from 762 to >30,000 AU/ml (normal <150AU/ml).Two had low C3 levels.
One needed HD (3sessions).Prompt initiation of PEX and immunosuppression
within 24hrs of admission was done .Each patient received daily PEX initially
until hematological remission, followed by alternate day followed by twice
weekly and finally weekly for total of20-25exchanges. Immunosuppression
was achieved by prednisolone, pulse therapy of CYCand MMF. Two children
needed antihypertensives (ACE I) for more than one year. Follow up kidney
function was normal and anti-CFH Ab titer decreased but remained detectable
during remission without any clinical signs of relapse.
d. Conclusions
Prompt diagnosis and early, aggressive management of antibody associated
aHUS is associated with favorable outcome

PO-357
Neurologic complications of typical hemolytic-uraemic syndrome (tHUS)
in children
T. Pankratenko(1), T. Abaseeva(1), A. Burov(1), K. Emirova(2), A. Muzurov(3),
O. Orlova(2)
(1) Moscow Regional Research and Clinical Institute, Moscow, Russian
Federation; (2) Moscow State Medical-Dental University, Moscow, Russian
Federation; (3) Russian Medical Academy of Postgradual Education,
Moscow, Russian Federation

a. Objectives
Typical HUS caused by Stx EHEC is a main cause of acute renal failure (ARF)
in children under 5 y.o. Besides kidneys, it can affect central nervous system.
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Aim: to evaluate frequency and outcomes of neurological complications (NC)
in tHUS in children.
b. Methods
tHUS was established in 76pts aged 8m-8 y.o. (median 24m) with microangio-
pathic hemolytic anemia, thrombocytopenia, ARF started at 1st-9th day after
beginning of diarrhea. All patients needed renal replacement therapy (RRT)
c. Results
NC developed in 28(36,8%) pts: sopor, coma in 21, seizures in 14, delirium in
3, hemiparesis in 3. 25 of 28 pts had combination of symptomes. At the start of
tHUS children with NC and without those had no differences in hemoglobin,
platelets and leucocytes count, serum urea and creatinine. Patients with NC
were older (42 +/-27m vs 24+/-14m, p<0,001). Plasma exchanges No 2-5 was
conducted in 9pts with NC and 9pts with uncomplicated tHUS. We found no
sustained differences in duration of anuria and dialysis in these patients com-
paring with patients on basic therapy. Anuria and dialysis continued longer in
patients with NC than without those (12,2+/-8,0 vs 7,3+/-7,3 days, p<0,05 and
19,0+/-14,9 vs 12,6+/-12,1 days, p<0,05) 3pts (3,9%) died, all with atonic
coma. Mortality was 10,7% in patients with NC and 0% in patients with
uncomplicated tHUS.
At the outcome eGRF>60 ml/min was in 22/25 (88%) survived children with
NC and 45/48 (98%) children without NC. 6pts acquired CKD 3-4.
Neurological symptoms resolved in 23/25 pts, 2pts had residual neurological
impairment.
d. Conclusions
NC occured in 36,8% children with tHUS needed RRT, was associated with
longer anuria and dialysis, caused residual neurological defects in 2,6%, death
in 3,9% patients. Plasma exchanges did not influence on duration of anuria and
dialysis in children with tHUS.

PO-358
Turkish Atypical Hemolytic Uremic Syndrome Registry: Patients Treated
with Eculizumab
E. Baskin(1), N. Canpolat(2), A. Yilmaz(2), S. Yuksel(3), M. Kalyoncu(4), E.
Melek(5), P. Gonul(6), O. Soylemezoglu(7)
(1) Baskent University, Ankara, Turkey; (2) Istanbul University, Istanbul,
Turkey; (3) Pamukkale University, Denizli, TURKEY; (4) Karadeniz Technical
University, Trabzon, Turkey; (5) Cukurova University, Adana, Turkey; (6)

Baskent University, Adana Research Center, Adana, Turkey; (7) Gazi
University, Ankara, Turkey

a. Objectives
Eculizumabhas recently been introduced as a complement blocking therapy.
We aimed to analyze characteristics and outcomes of patients treated with
eculizumab.
b. Methods
Eculizumab doses, adverse events, dose intervals, duration of treatment and
association between outcome and treatment were investigated.
c. Results
Out of 146 patients, 103 (70.5%) received eculizumab therapy (female/
male:58/45). Median age at diagnosis was 4.7 years (IQR:1.2-6.5 years) and
median follow up duration was 2.05 years (IQR:1.1-3.2 years). Renal replace-
ment therapy was performed in 80 patients (77.7%) in acute period.
Plasma therapy was administered in 84.5% of the patients prior to eculizumab.
Sixteen patients (15.5%) received eculizumab as a first line therapy. Complete
hematologic and renal remission were achieved in 82.2% and 76.3% of the
patients, respectively. Median eculizumab dose was 9(IQR:4-16.5) and the
median duration of eculizumab therapy was 20 weeks (IQR:6-40.5). In the
follow-up period 49.5%, 25.2 %, 28.3% of the patients received eculizumab
every 2, 3 and 4 weeks, respectively.
Allergic reaction was observed in one patient. In the acute period two patients
died. No patients had a relapse of TMA under regular eculizumab therapy. In
the follow-up period eculizumab treatment was discontinued in 52 (51.5%)
patients Two of the these patients experienced relapse within 6 weeks of
discontinuation, but then immediately resumed treatment and completely re-
covered. Five patients (4.8%) with severe renal disease did not respond to
therapy and progressed to ESRD.

d. Conclusions
Eculizumabis an effective and well-tolerated therapy for children with aHUS.
However, appropriate indications and optimal duration of the treatment remain
unclear.

PO-359
Follow-up of four pediatric patients with atypical Hemolitic Uremic
Syndrome (aHUS) receiving eculizumab
T.H. Mastrocinque, F. Pilan, E. Soeiro, M.A.M. Liliane, N.A. Cruz, P.
Nussenzveig, C.R.A. Sahade, B.B.C. Leite
Hospital Infantil Darcy Vargas, Sao Paulo, Brazil

a. Objectives
To describe clinical and laboratorial features as well as to evaluate the outcome
of 4 children with aHUS receiving eculizumab, followed by a Pediatric
Nephrologists team in a Pediatric Hospital.
b. Methods
Review of medical records including treatment modalities, procedures, lab
tests and renal biopsy results
c. Results
Case 1: 16yrs; developed recurrent fever, anemia, thrombocytopenia, gross he-
maturia and acute kidney injury (AKI) at age 4 and again when she was 8, with
remission after conservative treatment. Normal Renal Biopsy (RB) at optical
microscopy. Case 2: 7yrs; at the age of 7 months presented with AKI, anemia
and thrombocytopenia after diarrhea and then another two epidoses: after 5
months and when he was 5 years old; all events reverted with conservative
management. RB: thrombotic microangiopathy. The two sisters above begun
eculizumab one year ago and had no relapses untill now. Their father has CKD
and there is an aunt who died with end stage renal disease. Case 3: M, 2 yrs;
nephrotic syndrome, oliguria, anemia, thrombocytopenia and AKI at the age of 3
months when he started on dialysis. RB: collapsing glomerulopathy. Because of
anemia and thrombocytopenia relapses he has been treated with eculizumab for a
year and a half. The patient still needs dialysis but there were no more anemia or
thrombocytopenia episodes. Case 4: M, 2 yrs; fever, abdominal pain, diarrhea,
oedema, anuria, anemia, thrombocytopenia, AKI requiring dialysis. Eculizumab
was started 6months ago and renal and hematologic functions returned to normal.
All patients had elevated plasma LDH, reduced plasma haptoglobin level and
ADAMTS 13 normal activity.
d. Conclusions
Atypical HUS has to be distinguished among other causes of thrombotic mi-
croangiopathy because there is an underlying genetic basis and the treatment
with a drug that prevents the generation of the membrane attack complex C5b-
9 can change the course and the prognosis of this underdiagnosed syndrome.

PO-360
A familial case of phenotypic heterogeneity of thrombomodulin mutation
in aHUS
A. Mazo(1), P. Ananin(1), A. Pushkov(1), K. Sevastyanov(1), T. Vashurina(1), T.
Pankratenko(2), D. Zverev(1), A. Tsygin(1)
(1) Scientific Centre for Children Health, Moscow, Russian Federation; (2)

Children City Clinical Hospital Of Saint Vladimir, Moscow, Russian
Federation

a. Objectives
Mutations of thrombomodulin (THBD) genemay cause atypical hemolytic uremic
syndrome (aHUS) with early onset and early recurrence after transplantation. We
report our case of family with mutation of THBD and different phenotype.
b. Methods
A previously healthy 5.6-year boy had an onset of aHUS with severe arterial
hypertension (170/100 mmHg), anemia Hb 68 g/l, thrombocytopenia 87x109,
LDH 693 U/l, creatinine 800 μmol/l, normal level of C3. A peritoneal dialysis
was started. Further evaluation revealed: ADAMTS 13 activity as 67%, anti-
factor H antibodies 115%. Despite supportive treatment and dialysis renal
failure presented longer than 2 months. Renal biopsy revealed nephrosclerosis
and TMAwithout signs of immunocomplex nephritis. Diagnosis of aHUSwas
established and eculizumab was started 2 months after disease onset. Now the
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boy is on dialysis for 16 months with eculizumab for 14 months without TMA
symptoms.
c. Results
Planning LRD transplantation a special diagnostic NGS panel was used to
detect nucleotide substitutions in CFH, CFI, CFB, MCP and THBD genes.
Mutation of THBD gene p.Pro501Leu in heterozygous state was found in the
boy. This finding was verified with the Sanger direct sequencing. Patient’s
mother was carrying the same heterozygous mutation. The mother has normal
renal function and never had any episodes of renal failure. The patient was
placed in a waiting list for a cadaveric kidney and the mother was recommend-
ed for regular health control and rejected as a kidney donor.
d. Conclusions
This case shows phenotypic heterogeneity of THBD mutation in one family:
from severe early onset of aHUS with rapidly progress to nephrosclerosis in a
boy to healthy mother.
Supported by Russian Science Fund, grant N14-15-00994.

PO-361
Atypical hemolytic uremic syndrome in infancy
N. Cakar(1), Z.B. Ozcakar(1), M. Koyun(2), B. Celikel Acar(3), B. Gulhan(4), A.
Yurt(5), E. Bahat(6), F. Yalcinkaya(1)
(1) Ankara University School of Medicine, Ankara, Turkey; (2) Akdeniz
University School of Medicine, Antalya, Turkey; (3) Kırıkkale University
School of Medicine, Kırıkkale, Turkey; (4) Hacettepe University School of
Medicine, Ankara, Turkey; (5) Istanbul University, Cerrahpasa School of
Medicine, Istanbul, Turkey; (6) Karadeniz Technical University School of
Medicine, Trabzon, Turkey

a. Objectives
aHUS is a disease associated with chronic risk of complement-mediated
thrombotic microangiopathy (TMA) and life-threatening consequences.
There are limited data in infants with aHUS. The aim of this study was to
describe the clinical and laboratory features and to evaluate treatment modal-
ities and the outcome in these patients.
b. Methods
Infants with disease onset less than 2 year of age were extracted from Turkish
Pediatric aHUS Registry.
c. Results
Among 146 patients included in the registry, 53 (23 males, 30 females) were
recruited for the study. aHUS onset was ≤ 1 year of age in 29 patients (54.7%).
Sixty percent of patients presented with diarrhea and 19% had respiratory tract
infections. Eighty five percent of children had anuria or oliguria. Thirty-nine
percentof children developed neurologic symptoms.
Fifty-seven percent of patients had hypocomplementemia. Genetic screening
was performed in 42 patiens. Plasma infusion (PI) and/or Plasma Exchange
(PE) therapy were carried out in 79% of the patients. Thirty nine patients
(%73,6) received eculizumab therapy; it was used as the first-line therapy in
5 patients and after PE or PI therapy in the remaining. Renal replacement
therapy (RRT) was performed in 38 patients (72%). Three children (5,7%)
died during the acute illness and 4 patients (7,5%) discharged from hospital
with RRT.
Follow up visits were avaliable in 48 patients with a median duration of 1,89
years (IQR 0,99-3,28). End stage renal disease developed in one patient.
Proteinuria and hypertension persisted in 37% and 43,5% of patients respec-
tively. In17 patients eculizumab discontinued and no recurrence observed
during the median 1,26 years (IQR 0,47-2,25) follow-up.
d. Conclusions
Approximately, 36 % of aHUS patients had disease onset during infancy. Yet,
prognosis of this life threatening disease seems to be considerably good in
young children.

PO-362
Turkish Atypical Hemolytic Uremic Syndrome Registry: Renal biopsy
findings and prognosis
S. Yüksel(1), İ.I. Gönül(2), N. Canpolat(3), İ. Gökce(4), S.G. Özlü(5), Z.B.
Özçakar(6), N. Besbas(7), O. Söylemezoglu(2)

(1) Pamukkale University, Denizli, Turkey; (2)Gazi University, Ankara, Turkey;
(3) Istanbul University Cerrahpasa Medical School, Istanbul, Turkey; (4)

Marmara University, Istanbul, Turkey; (5) Sami Ulus Children Hospital,
Ankara, Turkey; (6) Ankara University, Ankara, Turkey; (7) Hacettepe
University, Ankara, Turkey

a. Objectives
Atypical hemolytic uremic syndrome (aHUS) is a thrombotic microangiopathy
(TMA) leading to systemic and life-threating disease with poor prognosis. Studies
on the relation between pathological findings and long-term outcomes in children
with aHUS are scarce. The aim of this study was to investigate whether specific
pathological findings in children with aHUS have a prognostic value.
b. Methods
We reviewed the data of 44 patients who were performed kidney biopsy in the
registry. The biopsy indications were to confirm the diagnosis (in 29 patients),
before starting eculizumab (in 7), nephrotic proteinuria associated with HUS
findings (in 6), unresponsiveness to plasma therapy or eculizumab (in 2). The
histopathologic findings were assessed according to types of renal lesions such
as glomerular, vascular, interstitium, and tubules. The final outcome parame-
ters were defined as the need for continuous renal replacement therapy (RRT)
or kidney transplantation during follow-up period or proteinuria or hyperten-
sion at the last visit.
c. Results
A total of 40 children (mean age at presentation 4.9±4.1years and mean
follow-up period 3.9±2.8 years) were enrolled. According to the last visit
results, death in two patients, kidney transplantation in four, continuous RRT
(one in hemodialysis, fourin peritoneal dialysis) in five were noted. Presence of
mesangiolysis (p=0.01; SE=0.74; OR=6.43) and vascular intimal thickening
(p=0.02; SE=0.90; OR=7.87) were found to be significantly related with per-
sistent proteinuria and hypertension, respectively. Presence of crescent forma-
tion associated with TMA findings was found to be significantly related with
the need for continuous RRTor kidney transplantation during follow-up period
(p=0,02; SE=0.83; OR=6,50).
d. Conclusions
The types of renal pathologic findings in children with aHUS can be useful in
order to predict the prognosis.

PO-363
An ongoing study of aHUS gene mutations in Russian children.
A. Tsygin(1), P. Ananin(1), A. Mazo(1), A. Pushkov(1), T. Vashurina(1), T.
Pankratenko(2), A. Muzurov(2), K. Savostianov(1)
(1) Institute of Pediatrics NCZD, Moscow, Russian Federation; (2) St.Vladimir
Children's Hospital, Moscow, Russian Federation

a. Objectives
Atypical hemolytic uremic syndrome (aHUS) is a ultra-rare disease with pre-
dominantly renal involvement and often progressive and fatal course. The
pathology of aHUS is presented with thrombotic microangiopathy (TMA)
which is mediated be (mostly) genetic complement system disorder. A number
of causative genes was discovered with the overall prevalence in aHUS pa-
tients cohort varying from 40 to 70%.
The aim of the study was to evaluate the gene mutation prevalence in Russian
children with aHUS.
b. Methods
Forty one children were diagnosed with aHUS countrywide by careful exclu-
sion of other TMA causes. The EDTA blood samples were collected to our lab
to perform a study using special diagnostic NGS panel to detect nucleotide
substitutions in CFH, CFI, CFB, MCP, CFHR1/3 andTHBD genes. All the
substitutions were confirmed with Sanger direct sequencing. A clinical data
were considered.
c. Results
No nucleotide substitutions were found in 13 (31,7%) of children. CFH and
CFBmutations were found each in 7 (17,1%),MCP(CD46) – in 3(7,3%),CFI,
THBD, CFHR 1/3 observed in 1 case (2,4%) each. Total prevalence of muta-
tions was 48,8%. Seven (14,6) children carried CFH gene polymorphism and
2 (4,9%) hadMCP gene polymorphism of unclear significance.
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We did not found any significant clinical differences in between children with
and without mutations Two of three children withMCPmutation and one with
polymorphism had typical multi-relapsing course. The only two familial cases
were among those with mutations.
Twenty two patients with mutations/polymorphisms and 7 patients without
that were treated with eculizumab. The overall efficacy for renal function
improvement reached 73%.
d. Conclusions
Conclusion. The prevalence of complement system genes in Russian children
with aHUS is compatible to other regions with more frequent incidence in
CFB mutations.genetic testing is an important tool for planning eculizumab
treatment duration and renal transplantation.

Supported by Russian Science Fund, grant â'14-15-00994.

PO-364
Genotypic and phenotypic studies of a novel factor B mutation in familial
atypical hemolytic uremic syndrome
S.S. Aradottir(1), H. Gong(1), A-C. Kristoffersson(2), L.T. Roumenina(3), R.
Palsson(4), D. Karpman(1)
(1) Department of Pediatrics, Clinical Sciences Lund, Lund University, Lund,
Sweden; (2) Department of Pediatrics, Clinical Sciences Lund, Lund
University, Lund, Sweden; (3) Université Pierre et Marie Curie (UPMC-
Paris-6), INSERM UMRS 1138, Cordeliers Research Center, Université
Paris Descartes Sorbonne Paris-Cité, PARIS, FRANCE; (4) Landspitali -
The National University Hospital of Iceland and University of Iceland,
Reykjavik, Iceland

a. Objectives
Atypical hemolytic uremic syndrome (aHUS) is a rare complement-mediated renal
disease.A limited number of factorBmutations have been reported in aHUS, some
of which lead to a hyperfunctional C3 convertase. The aim of this study was to
describe a novel factor B mutation and study its phenotypic consequences.
b. Methods
Complement genes known to be associated with aHUS were sequenced. The
CFB protein from the family members was assayed by immunoblotting. Sera
was tested with regard to C3 binding on the cell surface. Hemolytic assay was
applied for analysis of complement activation. In situ mutagenesis was per-
formed and the mutant variants expressed by transient transfection of COS7
cells. The mutant proteins were assayed by immunoblotting.
c. Results
A heterogenous mutation in Factor B in exon 8 (D371G, c.1112A>G) was
identified in an Icelandic family in which three male family members, from
two generations, developed aHUS. In addition, two unaffected male family
members had the mutation.The D371G mutation is located in the von
Willebrand A domain in proximity of the C3b binding site.Carriers of the mu-
tated factor B gene also have a factor B polymorphism in exon 2 (R32Q,
c.95G>A). No othermutations in complement geneswere found. All individuals
with themutation (three generations altogether) had normal levels of factor B but
low levels of C3 indicating complement activation. Factor B size was normal in
patient plasma, as detected by immunoblotting. Sera from patients and unaffect-
ed family members (3 of the 5) induced hemolysis of sheep erythrocytes and
sera from two family members induced increased C3 deposition on glomerular
endothelial cells compared to controls. The mutant variant of factor B was
expressed by transient transfection of COS7 cells. The mutant constructs were
expressed and secreted and their size corresponded to wild-type factor B.
d. Conclusions
The results suggest that the affected family members have enhanced comple-
ment activation, which could promote development of aHUS.

PO-365
Cardiovascular complications of atypical hemolytic uremic syndrome
(aHUS) in children
E. Tolstova(1), K. Emirova(1), O. Orlova(1), T. Pankratenko(2), A. Muzurov(3),
T. Abaseeva(2), A. Burov(2)

(1) Moscow State University Of Medicine And Dentistrty, Moscow, Russian
Federation; (2)Moscow Regional Research and Clinical Institute named after
I.F. Vladimirsky, Moscow, Russian Federation; (3) Russian Medical Academy
of Postgraduate Education, Moscow, Russian Federation

a. Objectives
To evaluate the frequency of cardiovascular complications (CVC) and out-
comes in children with aHUS.
b. Methods
33 patients with aHUS from 2008 to 2015, from 5 month to 17 years old were
included. Genetic screening was performed in 10(30%) patients and showed 2
mutations (1 of CFH and of CFI) and polymorphic genes of the complement in
8 cases. In 24%(8) cases antibody for HUSwere revealed. Eculizumab therapy
was performed in 19(58%) patients.
c. Results
In the acute phase of aHUS CVC were observed in 22(67%) patients: artetial
hypertension (AH) – in 22(67%) cases, dilatation of left ventricle (LV) –
15(45%), reduced ejection fraction(EF) – 9(27%), myocardial ischemia –
3(9%). CVC presented in 18 from 23(78%) children required dyalisis and in
4 from 10(40%) children without renal replacement therapy (p'<0,05). Among
children with manifestation of HUS before 2012 CVC presented more often
compare with patients who became ill after 2012 and could receive
eculizumab: 85%vs50%(p<0,05). Among7 patients with CVC who did not
receive eculizumab CVC resolved; 2 -died because of relapse; in 4- resistant
hypertension remained. Among15 children with CVC, eculizumab was
assigned 2 patients in the acute phase of aHUS, the other– on the background
of hematological remission, but persistent organ disfunction. Chronic CVC in
patients with aHUS was formed in16 of 31(52%) cases: in 12 of 13(92%) with
CKD3-5 and in 4 of 19(21%) children with normalization of renal
function(p<0.05): AH – in 16 (52%), dilatation of LV– 9(29%), LV hypertro-
phy– in 6(19%), EF<60% - in 4(13%), ischemic manifestations –1(3%), vas-
cular stenosis– 1(3%).
d. Conclusions
CVC is a frequent extrarenal manifestation of aHUS. Development of CVC in
acute phase associated with severe AKI, chronic CVC – with the formation of
CKD. The high rate of CVC chronization in children with severe AKI due to
aHUS, confirms the need for timely administration of targeted therapy.

PO-366
Atypical hemolytic-uremic syndrome and invasive pneumococcal
infection
C.D.M. Eden, O.V.B. Andrade, M.T. Silva, C. Nilo, A.O. Silva, T.
Mastrocinque, D. Jarovsky, E. Berezin
Santa Casa de São Paulo, São Paulo, Brazil

a. Objectives
Hemolytic-uremic syndrome (HUS) is characterized by microangiopathic he-
molytic anemia (MAHA), thrombocytopenia and acute kidney injury (AKI).
Forms of atypical HUS (aHUS) are infrequent causes of AKI. One of the main
non-familial causes of aHUS is invasive pneumococcal infection (IPN). The
aim of this study was to analyze clinical and biochemical aspects in three
children with aHUS triggered by IPN.
b. Methods
Retrospective analysis of three children with IPN-associated aHUS.
c. Results
The age at diagnosis was 4, 8 and 9 months, respectively, and 2 of the 3
patients were male. Two of the patients (those diagnosed at 8 and 9 months,
respectively) presented with pneumonia and respiratory failure, onewith pneu-
mothorax and the other with pleural effusion. Both evolved to MAHA, throm-
bocytopenia and AKI. In both of those cases, the Coombs test was positive and
peritoneal dialysis was required. Transient hypertension has been observed in
the first patient. Although renal function normalized in the first case, the renal
dysfunction persisted in the second. Pneumococcal serotypes 3 and 19A, re-
spectively, were isolated in those two patients, both of whom had been vacci-
nated with the 10-valent pneumococcal conjugate vaccine, which does not
protect against common serotypes. The third patient had bacterial meningitis
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caused by pneumococcal serotype 5, accompanied by septic shock, AKI,
MAHA and disseminated intravascular coagulation; a renal biopsy showed
thrombotic microangiopathy. All three patients received broad-spectrum
antimicrobials.
d. Conclusions
IPN-associated aHUS is a serious condition that is underdiagnosed and has the
potential to progress to chronic kidney disease or death.We call attention to the
importance of expanding preventive vaccination strategy aimed at reducing the
prevalence of the condition.

PO-367
Evaluation and detailed analysis of accordance of diagnostic criteria in
diagnosis of atypical hemolytic uremic syndrome
M. Kalyoncu(1), B. Gulhan(2), A. Yilmaz(3), E. Melek(4), M. Tasdemir(5), G.
Ciftcibasi(1), Z.N. Yoruk(3), B. Ozcakar(6)
(1) Karadeniz Technical University, Trabzon, Turkey; (2) Hacettepe University,
Ankara, Turkey; (3) Istanbul University, Istanbul, Turkey; (4) Cukurova
University, Adana, Turkey; (5) Koc University, Istanbul, Turkey; (6) Ankara
University, Ankara, Turkey

a. Objectives
Atypical hemolytic uremic syndrome (aHUS) differs from typical HUS with
some laboratory, clinical features, prognosis and therapy.We aimed to evaluate
according to the diagnostic criteria of aHUS in our cases.
b. Methods
Data on demographics, presentation, diagnosis and prognosis are examined
and investigated the concordance with the diagnostic criteria of aHUS.
c. Results
146 pediatric patients with aHUS (57.5% female and 42.5% male) were en-
rolled. The ages of the patients at diagnosis were between 0.02 and 17.27 years
(median age: 3.5 years (IQR; 1.2-7.4 years)).Median follow-up durationwas 2.1
years (IQR; 1.2-3.8 years). Of the patients, 14.4% were over ten years old. The
rate of consanguinity was 28.8%. 69 (47.3%) patients had diarrhea at the begin-
ning. Baseline glomerular filtration rate (GFR) was low in 135 (92.5% patients).
Lactate dehydrogenase levels were high in all except one patient on admission.
Baseline thrombocyte count were in normal ranges in only 11 (7.5%) patients.
GFR at discharge was within normal ranges in 94 (66.7 %) patients.
Hematologic findings returned to normal in 115 (78.8%) patients at discharge.
Of the patients, 14 (9.6%) were developed end stage renal disease at last visit.
d. Conclusions
Laboratory findings of our cases were in accordance with diagnostic criteria of
aHUS. Owing to the fact that their rates were high in aHUS patients, being
older age and having diarrhea at diagnosis should not be exclusion criteria. The
rate of end-stage renal disease was lower than expected. We think that prompt
management and careful close follow-up of the patients will provide a better
prognosis in the patients with aHUS.

PO-368
Inborn errors of cobalamin (vitamin B12) metabolism and thrombotic
microangiopathies (TMA) - Case report and revision of the literature
M. Gabriele, A. Braga, M.H. Vaisbich, F. Kok, F. Pizzon
Instituto da Criança - University of São Paulo, São Paulo, Brazil

a. Objectives
Inborn errors of cobalamin (vitamin B12) metabolism are rare but can lead to
hematological, neurological and renal disorders, as TMA. The goal is to alert
about a rare case of a patient with methionine synthase deficiency and TMA.
b. Methods
Case report of a patient with TMA and a troubling follow up.
c. Results
Male, caucasian, with delay of talking. At 21 months presented with pallor and
oral ulcers during upper airway infection (UAI) associated with microangio-
pathic anemia (MAHA), LDH high value, schystocytes, thrombocytopenia
and haptoglobin low value. Myelogram suggested megaloblastic anemia with
normal serum vitamin B12. The patient was treated with cyanocobalamin,
which was withdraw when vitamin B12 achieved 17.534 pg/ml. The clinical

picture improved just with conservative treatment. Out patient follow up
showed MAHA during episodes of UAI with ADAMTS 13 99%. Based on
supposed diagnosis of atypical hemolytic uremic syndrome, eculizumab was
started. In the beginning, the pacient envolved with improvement. However,
during UAI, the patient presented new episodes of MAHA. Therefore, the
interval of eculizumab infusions was reduced to each 10 days and than in-
creased dose every 15 day. However, this schedule just showed a transient
improvement. During pneumonia, the patient presented an aggravation of
clinical picture. Due to the troubling follow up this patient, a new generation
sequencing was done and two novel mutations in MTR gene were detected,
establishing the diagnosis of methionine synthase deficiency. At this moment,
the plasmatic homocysteine was high. Therefore, the patient started the use of
hidroxycobalamin and interrupted eculizumab with improvement in renal and
hematological markers.

& 2013

& 2014
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d. Conclusions
Inbor errors of cobalamin metabolism should be always investigated in pa-
tients with TMA. The measurement of plasmatic homocysteine must be done
in all patients as well as the trial for inborn errors of metabolism. The question
if eculizumab had a benefit in this child remains a doubt.

PO-369
Predicting the clinical course in Hemolytic Uremic Syndrome
W. Keenswijk, A. Raes, J. Vande Walle
Ghent University Hospital, Ghent, Belgium

a. Objectives
Diarrhea-associated Hemolytic uremic syndrome (D+HUS) is associated with
significant morbidity and mortality in children.
Early identification of risk factors predicting a complicated course can aid in
early and appropriate treatment and development of new treatment strategies.
This study aims to identify factors predicting the clinical course in D+HUS
patients at admission.
b. Methods
The database was searched for patients presenting between 1 January 2008 and
1January 2015 with D+HUS at the Ghent University Hospital, a tertiary refer-
ral center in Belgium.
Patients between the ages of 1 month and 18 years were included and
Acute kidney injury(AKI) was classified according to pediatric Rifle
criteria.
A complicated course was defined as development of one or more of the
following complications: neurological symptoms, pancreatitis, clinically sig-
nificant pleural or pericardial effusions, death and Chronic kidney disease
(CKD). Children with D+HUS without complications were compared to those
with a complicated course.
c. Results
Thirty four childrenwere included and risk of a complicated course in D+HUS
was strongly associated (p = 0,000001) with a Blood urea nitrogen(BUN) to
serum creatinine ratio ≤ 40 at admission while a BUN to creatinine ratio ≤ 40
combined with hyponatremia was strongly predictive(p < 0,001 )for develop-
ment of neurological complications.
No association (p =0,21)was found with higher hemoglobin levels and devel-
opment of neurological symptoms. By classifying patients in the Failure cat-
egory at admission, pRifle criteria were very sensitive(100%) but not very
specific in predicting a complicated course.

d. Conclusions
In addition to pRifle classification, serum BUN to creatinine ratio at admission
can be used in D+HUS to accurately identify children at risk for a complicated
course. A combination of a BUN to creatinine ratio ≤ 40 and hyponatremia
could be highly predictive for development of neurological symptoms.

14 - Complement mediated kidney disorders

PO-370
Clinical and diagnostical value of immune molecular mediators in chil-
dren with glomerulopathies
I. Kazyra(1), N. Tur(2), L. Rubanik(3), A. Sukalo(4)
(1) Belarus State Medical University, Minsk, Belarus; (2) 2nd Children's
Hospital, Minsk, Belarus; (3) Research institution of epidemiology and micro-
biology, Minsk, Belarus; (4) National Academy of Science, Minsk, Belarus

a. Objectives
The aim of the study was to determine the concentration of proinflammatory
molecules caspase-1, IL-1β and TNFα, growth factors TGF-1β and VEGF,
and chemokines RANTES and BAFF in blood serum of patients with lupus
nephritis(LN), Henoch-Schonlein pupura nephritis(HSPN) and ANCAnephri-
tis and clarify their role in the development and progression of the diseases.
b. Methods
106 patients with LN(n=20), HSPN(n=16), ANCA(n=4), IgA-
nephropathy(n=21), minimal change disease(n=21), FSGS, n=21,
mesangiocapillary GN(n=3) were enrolled. As a control 36 healthy children
investigated. 34 patients were examined during follow up. Test systems R&D
Systems Quantikine ELISA USAwere used.
c. Results
In secondary GP concentrations of proinflammatory cytokines correlated with
the severity of the pathology in the kidney (proteinuria, hematuria, serum
creatinine, hypertension, morphological and laboratory signs of high activity
of LN and HSPN).In LN, HSPN and primary FSGS TGF-1β and VEGF
correlated with the severity of pathology: high serum creatinine, hypertension,
proteinuria, morphological signs of chronic damage (glomerulosclerosis,
tubulointerstitial fibrosis, fibrous crescent), as well as the development of
resistance to standard therapy.The participation factors activation of T- and
B-lymphocytes in the development of secondary GP (p <0.05) compared with
the control and the primary GP was shown. In patients with secondary GP
concentration of chemokines correlated with the severity of the
disease(hypertension, serum creatinine, proteinuria, hematuria, morphological
and laboratory signs of high activity of nephritis).
d. Conclusions
In case of positive clinical and laboratory dynamics reduction of proinflam-
matory and profibrotic factors, BAFF and RANTES and, conversely, during
the development of disease exacerbation increasing above mentioned mole-
cules revealed, which allows their use in clinic as an additional immunological
markers for the diagnosis and evaluation of the effectiveness of therapy.

PO-371
Safety and effectiveness of restricted eculizumab regimen in atypical HUS
K.L.Wijnsma(1), E. Volokhina(1), L.P. VanDen Heuvel(2), J.F. Wetzels(3), N.C.
Van De Kar(1)
(1) Radboud university medical center Amalia childrens hospital, Nijmegen,
Netherlands; (2) University hospital Leuven, Leuven, Belgium; (3) Radboud
university medical center, Nijmegen, Netherlands

a. Objectives
Hemolytic uremic syndrome (HUS) is a rare, but severe form of thrombotic
microangiopathy, characterized by hemolytic anemia, thrombocytopenia, and
acute renal failure. Atypical HUS (aHUS), caused by complement dysregula-
tion, has a poor outcome with mortality up to 10% and over 50% of patients
developing end stage renal disease. Since the end of 2012, these outcomes
have drastically improved with the implementation of the orphan drug
eculizumab.
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The European Medicines Agency states to use eculizumab as lifelong treat-
ment in aHUS patients. However, there is no evidence to support this.
Historically, a substantial amount of aHUS patients were weaned of plasma
therapy, often without disease recurrence. Moreover, the long-term conse-
quences of eculizumab treatment are unknown.
Here we describe a case series of 16 aHUS patients treated with a restricted
treatment regimen of eculizumab.
b. Methods
All pediatric (n=6) and adult (n=10) patients, presented in the Radboudumc in
the Netherlands, with aHUS between 2012-2016 and who received
eculizumab are described. Clinical, diagnostic, genetic and follow up data
were gathered and reviewed.
c. Results
Currently, all aHUS patients receive a restricted treatment regimen. Six pa-
tients still receive eculizumab, of whom 5 with an extended interval up to 8
weeks. In 10 patients eculizumab could be safely discontinued. Three patients,
all known with factor H mutation, experienced recurrence of aHUS after re-
spectively two and twelve months after eculizumab discontinuation. However,
due to close monitoring, recurrence was detected early and eculizumab was
restarted. No clinical sequela such as proteinuria or diminished kidney func-
tion were detected subsequently.With this strategy we saved approximately €8
million.
d. Conclusions
Restrictive treatment regimen of eculizumab in aHUS is safe with close mon-
itoring for signs of disease recurrence. Moreover, costs are decreased consid-
erably.

PO-372
Successful immunosuppressive therapy in a teenage patient with C3 glo-
merulopathy associated with anti-factor H autoantibodies.
T. Masuda, Y. Okuda, T. Sakai, T. Sawai
Shiga Medical University of Medical Science, Shiga, Japan

a. Objectives
Anti-factor H autoantibodies (FHAb) can be associated with C3 glomerulop-
athy (C3G). However, few cases have been reported a link between the tran-
sition of FHAb titers and the clinical course following treatment for C3G. We
report a teenage girl with FHAb–positive C3G successfully treated with im-
munosuppressive therapy and the transition of FHAb titers.
b. Methods
A renal biopsy was performed on a 12–year–old girl with microhematuria and
proteinuria detected by the Japanese School Urinary Screening System, follow-
ing persistent low C3 level (49–56 mg/dL) and heavy proteinuria (2–4 g/g Cre).
Pathological findings showed a membranoproliferative glomerulonephritis pat-
tern under light microscopy, predominant deposits of C3 along the mesangial
region and capillary loops of the glomeruli (C3 (2+), IgA (1+), IgM (1+), C4 (1+
), C1q (1+) and IgG (−)) by immunofluorescence, and ribbon-like electron-
dense deposits in the lamina densa by electron microscopy. Consequently, we
diagnosed her with dense deposit disease. She received methylprednisolone
pulse therapy (MPT: 1000 mg/day, three times per week, two courses), followed
by an alternate-day oral prednisolone therapy (30 mg/day).
c. Results
FHAb titers originally quantified at 747.5 AU/mL (normal range ≤100 AU/
mL) prior treatment were then down to 117.0 AU/mL after MPT. Proteinuria
decreased to 0.2-0.3 g/g Cre. C3 nephritic factor was not detected during the
clinical course.
d. Conclusions
Proteinuria improved rapidly as the FHAb titers declined. Certain C3G asso-
ciated with FHAb might respond to immunosuppressive therapy and FHAb
might be useful for an index of treatment efficacy against this type of C3G.

PO-373
Response Gene to Complement 32 acts as a novel cell cycle factor on renal
tubular epithelial cells repair
L. Sun, Y-L. Shen, Y-J. Hu, H-J. Liu, Y-L. Kang, W-Y. Huang
Children's Hospital of Shanghai Jiao Tong University, shanghai, China

a. Objectives
This study aimed to evaluate the cell cycle influence of response gene to
complement-32 (RGC-32) in processing renal tubular epithelial cells injury
and repair.
b. Methods
We cultured NRK-52E cells in vitro and treated with TNF-Î±, and then deter-
minate the RGC-32 expression levels of cell injury. Then we made the NRK-
52E cells expressed in either high or low expression of RGC-32 by transient
transfection, and determinate the cell cycle distribution, the expression and
significance of fibrosis factors.
c. Results
Firstly, when NRK-52E cells were treated with TNF-Î±, the cells were
injured. NGAL and RGC-32 expression was significantly increased.
Second, RGC-32 regulated the cell cycle distribution of the NRK-
52E cells by controlling G2/M checkpoint in cell cycle. Our data
showed that the cell number of G2/M phases increased dramatically,
indicating that the low RGC-32 expression group induced G2/M ar-
rest. Third, the low RGC-32 expression group NRK-52E cells whose
G2/M phases were prevented, had significantly increased the expres-
sion of fibrosis factors.
d. Conclusions
In this study, we indicated that in vitro RGC-32 probably has an important
impact on the repair process of damaged renal tubular epithelial cells by reg-
ulating G2/M phase checkpoint. However, the exact mechanism needs to be
further elucidated.

PO-374
Turkish Atypical Hemolytic Uremic Syndrome Registry: Evaluation of
146 Patients
N. Besbas(1), O. Soylemezoglu(2), B. Gulhan(1), Z.B. Ozcakar(3), E.
Korkmaz(1), M. Hayran(1), F. Ozaltin(1)
(1) Hacettepe University, Ankara, Turkey; (2) Gazi University, Ankara, Turkey;
(3) Ankara University, Ankara, Turkey

a. Objectives
Atypical hemolytic uremic syndrome (aHUS) is a rare disease leading throm-
botic microangiopathy and end-organ damage. The Turkish aHUS registry has
been established in November 2013. The aim of this study was to evaluate
patients in the regisrty.
b. Methods
Data on demographics, presentation, diagnosis and treatment are collected.
Clinical status of the patients are updated every 3 months.
c. Results
As of January 2016, 146 pediatric patients (57.5% female and 42.5 %
male) were enrolled from 24 centers covering all the country. Median
age at diagnosis was 3.5 years (IQR; 1.2-7.4 years). A total of 107
patients (73.3%) had oliguria or anuria at the time of diagnosis. Serum
complement C3 was low in 60 patients (41.1%). Extrarenal involvement
was present in 61 patients (41.7%). Renal biopsy was performed in 44
patients (30.1%). Renal replacement therapies (RRT) were initiated in 70
% of the patients at admission. Mutation analyses in complement genes
and DGKE and detection of factor H antibodies were performed in 101
patients (69.1%). At the acute stage of the disease, 120 patients received
plasma infusion (PI) and/or plasma exchange (PE). At the acute stage of
the disease, 103 patients (70.5%) received eculizumab. Among them,
eculizumab was the first line therapy in 16 patients and it was given
as add-on therapy to plasmatherapy in 87 patients. Overall renal func-
tions were normal in 94 patients (66.7%) and hematological remission
was achieved in 115 patients (%78.8.) at discharge. A total of 18 patients
(12.7%) were on RRT at the discharge. Four patients died at the acute
stage. Median follow-up duration was 2.1 years (IQR; 1.2-3.8 years).
Median age at last visit was 6.1 years (IQR; 3.5-10.8 years).
d. Conclusions
The pediatric aHUS Registry will help to increase our knowledge of aHUS
patient with different genetic background and also give an opportunity to
evaluate therapeutic options as well as outcome
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PO-375
Long-term Eculizumab Therapy in Two Children with Refractory
Membranoproliferative Glomerulonephritis
R. Chanchlani(1), S. Radhakrishnan(2), D. Hebert(2), V. Langlois(2), S.
Arora(1), M. Kirschfink(3), C. Licht(2)
(1) McMaster Children Hospital, Hamilton, Canada; (2) Hospital for Sick
Children, Toronto, Canada; (3) Institute for Immunology, University of
Heidelberg, Heidelberg, Germany

a. Objectives
Complement targeting therapies such as eculizumab have emerged as new
disease modifying agents for Membranoproliferative Glomerulonephritis
(MPGN), recently re-classified as C3 Glomerulopathy (C3G). Eculizumab
has been shown to be effective in patients with MPGN. However, in chil-
dren with MPGN, there is only scarce literature on the long-term follow-up
with eculizumab. We report the clinical and histopathological profile of
two children who received prolonged eculizumab therapy for refractory
MPGN.
b. Methods
Patient 1:A 16-year-old girl withMPGN 1 alongwith CFHR1 deficiency and
positive C3NeFwas started on eculizumabwithin four months of disease onset
after she failed to respond to conventional treatment and her clinical condition
worsened requiring hemodialysis.
Patient 2: A 10-year-old boy with C3G secondary to a heterozygous C3 gene
mutation continued to have nephrotic-range proteinuria and renal dysfunction
requiring hemodialysis despite treatment with prednisone, tacrolimus and my-
cophenolate for around three years before initiating eculizumab.
c. Results
Patient 1: She responded well and has successfully completed four years on
eculizumab (1200 mg biweekly). She has only mild proteinuria (urine protein-
to-creatinine ratio 0.39 mg/mg), normal blood pressure and renal function
(eGFR 96.5 ml/min/1.73m2) despite persistently low serum C3 levels.
Patient 2: He has recently completed two years on eculizumab and continues
to have low serum C3 level but stable renal function (eGFR 62 ml/min/
1.73m2) and non-nephrotic range proteinuria (urine protein-to-creatinine ratio
0.39 mg/mg).

& Figure 1a and 1b Changes in laboratory parameters before and after ini-
tiating eculizumab The lab values are shown from 3 months prior until 48
and 27 months after starting eculizumab in both patients, respectively.
The labels for Y-axes apply to both

d. Conclusions

Eculizumab is a safe and effective therapeutic option for refractory MPGN.
However, prospective studies in larger cohort are required to confirm these
findings.

PO-376
Association Between Serum Activity of Adamts13 and Severity of
Hemolytic Uremic Syndrome (HUS) in Children
O. Orlova(1), K. Emirova(1), E. Tolstova(1), T. Pankratenko(2), T. Abaseeva(2),
A. Muzurov(3), A. Burov(2), P. Avdonin(4)
(1) Moscow State University of Medicine and Dentistrty, Moscow, Russian
Federation; (2)Moscow Regional Research and Clinical Institute named after
I.F. Vladimirsky, Moscow, Russian Federation; (3) Russian Medical Academy
of Postgraduate Education, Moscow, Russian Federation; (4) Institute of de-
velopmental biology named after N.K. Koltsov of Russian academy of sci-
ences, Moscow, Russian Federation

a. Objectives
To determine the association between activity of ADAMTS13 and severity of
STEC-HUS in children
b. Methods
The study included 30 patients (mean age 2,6±2 years) with STEC-HUS. The
activity of ADAMTS13 was estimate by FRET (fluorescence resonance ener-
gy transfer) using fluorogenic substrate FRETS-VWF73 (PeptaNova GmbH,
Germany), express as percentage (%). The interval of activity of ADAMTS13
in healthy person is 80–122 %.
c. Results
The activity of ADAMTS13 in children with STEC-HUS was 63±18% (35,5-
100%). In 9(30%) patients (1st groop) it was higher than 70% (82,5±11,3), in
11 (36,7%) (2nd groop)– 50-70% (58,6±5,3), in 10 (33,3%) (3d groop) - <50%
(41,8±5,5).Hemocolitis and high temperature before HUS were revealed more
often in 3d groop compare with 1st and 2d groops (70% vs 55,5% vs 54,5%
and 100% vs 66,7% vs 63,6%; Ñ'=0,03, Ñ'=0,02). LDHwas twice higher in 3d
groop (2657,25±2058,5 vs 2824,5±639,7 vs 5775±5594; Ñ'>0,05, Ñ'=0,05).
Duration of anuria, the frequency of CNS symptoms and multisystemic dys-
function were higher in 3d groop compare with 1st and 2d groops (10,8±4,9 vs
5,8±3,88 vs 8,9±3,6 days; Ñ'=0,05, Ñ'>0,05; 60% vs 22,2%vs 27,3%;
Ñ'>0,05, Ñ'>0,05; 60% vs 44,4% vs 45,5%; Ñ'>0,05, Ñ'>0,05). Artificial lung
ventilation was conducted more often in 3d groop.
d. Conclusions
Decreasing of ADAMTS13 activity marked in 86,7% patients with STEC-
HUS and correlated with the severity of disease. Severe endothelial dysfunc-
tion caused by Shiga toxin exposure leads to secretion of ultra-large multimers
of vWF and increasing consumption of ADAMTS13.

PO-377
Study on the prognosis for patients initially diagnosed with acute post-
streptococcal glomerulonephritis and the correlationwithC3glomerulopathy
K. Xu(1), H. Xiao(2), J. Ding(2), F. Wang(2), X. Zhong(2), N. Guan(2), Y. Yao(2)
(1)Peking University First Hospital, Beijing, China; (2)Peking University First
Hospital, Beijing, China

a. Objectives
Recent studies have shown that some atypical Acute post-streptococcal glomer-
ulonephritis (APSGN) patients have an underlying defect in alternative path-
way of complement, indicating the possibility of C3 glomerulopathy (C3G).
b. Methods
The study subjects were collected from 2006 to 2015 in our hospital. The
inclusion criteria: 1. Acute onset glomerulonephritis; 2. Antecedent history
of respiratory infection and/or elevated ASO level; 3. Decreased C3 level at
the beginning of disease; 4. Underwent renal biopsy. Study subjects were
divided into two groups: group A and group B. Patients of group A all had a
better prognosis and satisfied the following grouping criterion: 1. No macro-
scopic hematuria, no moderate or massive proteinuria, and no renal insuffi-
ciency later than 2 weeks after the initial presentation; 2. The C3 returned to
normal level within 12 weeks. The other patients were counted as group B.
Clinical manifestations were compared between two groups.
c. Results
Twenty-eight patients were included in our study. According to the grouping
criterion, there were 17 cases in group A, including 16 cases finally diagnosed
with APSGN and 1 case with IgA nephropathy. There are 11 cases in group B,
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including 8 patients finally diagnosed with C3 G, 1 patient with TMA, and 2
patients with post-streptococcal crescentic glomerulonephritis. At the early
stage of the disease, no significant difference was observed in the clinical
manifestations, and pathology features between APSGN subgroup and C3 G
subgroup. But the C3 levels of most APSGN patients could return to normal
within 8 weeks . Additionally, the urinary abnormalities in the APSGN pa-
tients disappeared by 1 to 3 years. These two phenomena were all of statistical
difference (P<0.05).
d. Conclusions
A considerable portion of the patients who were initially diagnosed with
APSGN but had a poor prognosis may actually have C3 G (8/11, 73%).
Close follow-up of the clinical manifestation, urine analysis and serum C3
levels is highly recommended.

PO-378
Multicenter cohort of atypical hemolytic uremic syndrome (aHUS) in
Indian children
P. Khandelwal, A. Sinha, P. Hari, A. Bagga
All India Institute of Medical Sciences, Delhi, India

a. Objectives
aHUS is a complex disorder, secondary to aberration of the complement path-
way. High titer antibodies to factor H (FH), present in high proportion of
patients in India, require specific therapy. We compare the features & out-
comes of a large multicenter cohort(HUS Collaboration) with & without
anti-FH antibodies.
b. Methods
Patients with aHUS were screened for anti-FH antibodies; titers >150 AU/ml
were considered positive. Clinical details were collected at onset, 3-mo and
follow up. Therapy for aHUS comprised dialysis & PEX; those with anti-FH
HUS also received induction with prednisone & cyclophosphamide/rituximab,
followed by maintenance with MMF/azathioprine. Risk factors for adverse out-
come (eGFR <30 ml/min/1.73 m2, death) were estimated as odds/hazard ratios.

& Table

c. Results
Of 573 patients, 53% had high anti-FH titers. Patients with antibody associated
HUS were older and had severe renal & extrarenal illness (Table). Median
decline of antibodies was 74, 88 & 84% after 3, 5 & 7 PEX respectively. Serial
titers were similar in those given cyclophosphamide or rituximab. At 3-mo,
patients with antibodies had less adverse outcome compared to those without
antibodies. At mean follow up of 18 months, proteinuria/stage 2 hypertension
was seen in 37% patients with anti-FH HUS; 37% had normal urinalysis &
creatinine. Adverse outcome was seen in 26%& 43% in antibody positive and
negative illness (log rank=0.18). Late onset of PEX (>16 d) or immunosup-
pression (>21 d), late hematological remission & onset antibody titer >8000

AU/ml predicted adverse outcomes. PEX& induction therapy improved renal
survival (HR 7, P=0.0005). Relapses occurred in 17% & 9% with antibody
positive and negative disease (P=0.005); titer >1300 AU/ml at 6-mo predicted
relapses in the former. Relapse-free survival was better in patients on mainte-
nance therapy(Fig).

& Figure

d. Conclusions
Anti-FH antibodies are an important cause of aHUS in Indian children.
Antibody titers predict outcome, which is improved by early PEX & appro-
priate immunosuppression.

15 - Evidence based medicine/Registries/Randomized clinical trials

PO-379
Clinical profiles and outcomes of children with hemolytic uremic syn-
drome (HUS) - Indonesian HUS registry
R.V. Prasetyo(1), Y. Kurniawan(1), d. rachmadi(2)
(1) Airlangga University, Dr Soetomo Hospital, Surabaya, Indonesia; (2)

Padjadjaran University, Hasan Sadikin Hospital, Bandung, Indonesia

a. Objectives
To investigate the characteristics, treatments and outcomesof all cases of chil-
dren with hemolytic uremic syndrome (HUS) in Indonesia, using the data from
Indonesian Pediatric HUS Registry.
b. Methods
The Indonesian Pediatric HUS Registry enrolled all consecutive children with
clinically diagnosed HUS in the defined geographic region of Indonesia be-
tween the period of 1 January 1991 to 31 December 2015. The clinical char-
acteristics, treatments, and outcomes were analyzed retrospectively with de-
scriptive statistics.
c. Results
Twenty eight children were includedin the study from 7 contributing pediatric
centers in Indonesia, 14 (50%) were girls with mean age of 6.5 year old (range
1-12 year old). The precipitating infections included diarrhea in 14 (50%), and
pneumonia in 6 (21.4%). Clinically, 26 (92.9%) patients had pallor, 17
(60.7%) had dyspnea, and 11 (39.3%) had bleeding episodes. All patients
had thrombocytopenia, and decreased estimated glomerular filtration rate
(eGFR). Eighteen (64.3%) patients were treated only conservatively while
10 (35.7%) patients were dialyzed with 9 (32.1%) patients got peritoneal
dialysis and only 1 (3.6%) underwent hemodialysis. Eight (28.6%) patients
died, 5 (62.5%) in dialysis group and the rest (37.5%) in conservative treat-
ment group.
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d. Conclusions
HUS is uncommon in Indonesian children. The most common feature
in Indonesian HUS children was pallor with diarrhea as the most com-
mon precipitating infection. Most children survived with conservative
treatment.

PO-380
Low-molecular-weight heparin might benefit nephrotic remission in sen-
sitive nephrotic syndrome by inhibiting elastase activity
S. Zhai(1), L. Hu(2), Z. Wang(1)
(1)West China Second University Hospital, Sichuan University, China, cheng-
du, China; (2) Departement of Immunology, College of Preclinical and
Forensic Medicine, Sichuan University, Chengdu, China

a. Objectives
This study will explore the influence of LMWH on urinary protein excretion
and serum elastase in SSNS patients .
b. Methods
40 steroid-sensitive nephrotic syndrome (SSNS) patients and 20 healthy con-
trols were brought to this study. SSNS patients were respectively treated with
LMWH+prednisone, or treated with prednisone alone. Proteinuria excretion,
urinary glycosaminoglycans (GAGs), serum level of elastase and urinary cre-
atinine were tested.
c. Results
Nephrotic period of SSNS was 15.93±5.78 days (range from 6 to 27
days). Nephrotic period of SSNS in LMWH+Pred treatment group
(14.13±4.56 days) was significantly shorter than that in Pred treatment
group (18.63±6.49) (P<0.05). In following-up of the SSNS patients,
there was no statistic difference in ratio of relapse between LMWH+
Pred treatment group and Pred treatment group (P>0.05). The protein-
uria excretion (2.53±1.29g/24h), urinary UGAGs/UCr (4.92±0.87mg/
mmolCr) and serum elastase (77.64±10.99ng/L) in nephrotic period
of SSNS was significantly higher than that in remission period of
SSNS (respectively 0.105±0.0415g/24h, 1.53±0.27mg/mmolCr, 41.92
±7.81ng/L) and than that in the control group (respectively 0.087
±0.027g/24h, 1.40±0.26 mg/mmolCr, 38.43±9.83ng/L) (P<0.05).
Proteinuria excretion, urinary UGAGs/UCr and serum elastase had
no statistical difference in LMWH+Pred treatment group compared
with Pred treatment group in nephrotic period of SSNS. By the rela-
tionship analysis, positive correlations were found between urinary
GAGs excretion and proteinuria excretion (R=0.784, P<0.05); between
proteinuria excretion and serum elastase level (R=0.776, P<0.05); and
between serum elastase level and urinary GAGs excretion (R=0.807,
P<0.05).
d. Conclusions
This study indicated that elevated serum elastase activity might induce serious
proteinuria by degrading GAGs on glomerular basement membrane (GBM) in
SSNS children. LMWH might benefit for nephrotic remission in SSNS
through inhibiting elastase activity.

PO-381
Overview of Rare Renal Diseases at a Paediatric Renal Center through
the National Registry of Rare Kidney Diseases (RaDaR) in the United
Kingdom
M. Kokocinska(1), M. Dillon(2), L. Kerecuk(1), D. Milford(1), S. Hulton(1), M.
Muorah(1)
(1) Birmingham Children's Hospital, Birmingham, United Kingdom; (2) UK
Renal Registry, Bristol, United Kingdom

a. Objectives
Background
RaDaR is a UK Renal Association initiative designed to gather information
from patients with rare kidney diseases. Recruitment began in 2010and now
covers over 30 conditions. There are over 4,000 recruits from 65 renal adult &
paediatric units in the UK. Our Paediatric Renal Centre is the lead recruiting
hospital in the UK.

Objectives
To describe the range of range of conditions and patient numbers recruited to
RADAR at BCHwhich is a national tertiary renal referral hospital and the only
national centre for combined liver kidney transplants in the UK.
b. Methods
Methods
The RaDaR dataset is defined by the UK Renal Registry in association with
over 20 Rare Disease Groups, made up of experts in each eligible condition.
Data fields include demographics, blood and urine results, medications, trans-
plant and dialysis history, genetics and co-morbidities. Data is entered retro-
spectively from the patient’s medical records following consent.
c. Results
Results
257 patients have been consented at BCH to date. The age range is from birth
to 16 years with mean of 4.9 years with male to female ratio of 55%:45%. The
most common condition is Idiopathic Nephrotic Syndrome (n=100; 39%),
followed by Alport Syndrome (n=30; 12%), ARPKD (n=22; 9%),
Hyperoxaluria (n=22; 9%) and STEC HUS (n=21; 8%). The other conditions
with numbers of patients recruited so far include: aHUS (n=10); Cystinosis
(n=9); Cystinuria (n=3); Dent & Lowe (n=7); HNF1b (n=5); Hypokalaemic
Alkalosis (n=8); MPGN (n=11) and Vasculitis (n=7).
d. Conclusions
Conclusion
RaDaR provides important epidemiology data which is shared amongst the
renal team to develop further research into rare kidney diseases and improve
the quality of care for these patients.

PO-382
Autosomal Recessive Polycystic Kidney Disease (ARPKD) in the UK
National Registry of Rare Kidney Diseases (RaDaR)
M. Kokocinska(1), M. Dillon(2), L. Kerecuk(1), D. Milford(1), P. Mckiernan(1)
(1) Birmingham Children's Hospital, Birmingham, United Kingdom; (2) UK
Renal Registry, Bristol, United Kingdom

a. Objectives
Background
Autosomal recessive polycystic kidney disease (ARPKD) is a rare genetic
condition that causes cysts to develop in the liver and kidneys. It is usually
first diagnosed in infancy and affects approximately 1 in 20,000 live births. As
the condition has multisystem effects, a comprehensive care strategy requires a
multidisciplinary team and detailed data collection. This abstract describes
data collectedby the ARPKD Rare Disease Group via the National Registry
of Rare Kidney Diseases (RaDaR) in the UK.
Objectives
The ARPKD rare disease group use RaDaR to identify eligible patients for
family information days and to study the progression of the condition. It is
intended to be a ready cohort for research into this condition: from observa-
tional to interventional studies.
b. Methods
The RaDaR dataset is defined by the UK Renal Registry in association with
over 20 Rare Disease Groups, made up of experts in each eligible condition.
Data fields include demographics, blood and urine results, medications, trans-
plant and dialysis history, genetics and co-morbidities. Data is entered retro-
spectively from the patient’s medical records following consent.
c. Results
67 ARPKD patients from 22 UK renal units have been consented to date with
an age range of 3 weeks to 65 years. There are 45 (67%) paediatric (under 16)
patients with an average age of 3 years 6 months and 22 (33%) adult patients
with an average age of 31 years. There are 30 females (45%) and 37 males
(55%) males.The first paediatric patient was recruited in October 2012 and the
first adult patient in August 2013.
d. Conclusions
RaDaR provides important epidemiology data on ARPKD patients which is
shared amongst the members of the Rare Disease Group to develop further
research into this rare disorder and improve the quality of care for these
patients.
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PO-383
Mortality risk disparities in children with end-stage renal disease across
Europe - An ESPN-ERA/EDTA Registry analysis
N.C. Chesnaye(1) F. Schaefer(2), M. Bonthuis(1), J. Harambat(3), K.J. Jager(1),
J.W. Groothoff(4), K.J. Van Stralen(1)
(1) ESPN/ERA-EDTA Registry, Amsterdam, Netherlands; (2) University of
Heidelberg, Heidelberg, Germany; (3) Department of Pediatrics, Bordeaux
University Hospital, Bordeaux, France; (4) Department of Pediatric
Nephrology, Emma Children's Hospital AMC, Amsterdam, Netherlands

a. Objectives
The current paper aims to describe the variation in mortality rates in the pae-
diatric renal replacement therapy (RRT) population across Europe, and esti-
mate how much of this variation is explained by patient- and country-level
factors.
b. Methods
Incident patient data was extracted from the ESPN/ERA-EDTA Registry for
32 European countries between 2000 and 2013.Hazard ratios and the ex-
plained variation were modelled for patient- and country-level factors using
multi-level Cox regression.
c. Results
The overall crude 5-year RRT mortality rate (MR) across Europe was 15.7
deaths per 1000 patient years (IQR 3.1 – 16.4). France (MR 9.2) performed
more than 3 SDs better,and Russia (MR 35.2), Poland (MR 39.9), Romania
(MR 47.4), and Bulgaria (MR 68.6) performed more than 3 SDs worse com-
pared to the European average. Country public health expenditure was inverse-
ly associated with RRT mortality risk (per SD increase, adjusted hazard ratio:
0.44, 95%CI 0.24-0.80) and explained 41% of the variation in country RRT
mortality rates. Country renal service indicators and child mortality rates
showed a trend with RRT mortality, albeit mediated by macroeconomics,
and explained up to 52% of the variation in country mortality rates. After
accounting for country distributions of patient age the variation in country
RRT mortality rates increased by 19%.
d. Conclusions
Considerable international variation exists in mortality rates in the paediatric
RRTpopulation across Europe, most of which is attributable to an excess
mortality risk for patients treated in several Eastern European countries. The
majority of this variation was explained by disparities in country public health
expenditure, which seems to limit the availability and quality of paediatric
renal care. Country differences in their ability to accept and successfully treat
the youngest patients, who are the most complex and costly to treat, forms an
important source of disparity within our population.

PO-384
Racial variation in cardiovascular disease risk factors among European
children on renal replacement therapy - Results from the ESPN/ERA-
EDTA Registry
L.A. Tjaden(1),M.Bonthuis(1), K.J. Jager(1), J. Harambat(2), J.W. Groothoff(3),
M. Noordzij(1)
(1) ESPN/ERA-EDTA Registry, Department of Medical Informatics, Academic
Medical Center, Amsterdam, Netherlands; (2) Pediatric Nephrology Unit,
Bordeaux University Hospital, Bordeaux, France; (3) Department of
Pediatric Nephrology, Emma Children's Hospital, Amsterdam, Netherlands

a. Objectives
Racial differences in overall mortality rates have been found in children on
renal replacement therapy (RRT). We used data from the ESPN/ERA-EDTA
Registry to study racial variation in the prevalence of cardiovascular disease
(CVD) risk factors in a large cohort of European children on RRT.
b. Methods
We included patients younger than 20 years between 2006 and 2013 who (1)
initiated dialysis treatment or (2) had a renal transplant vintage of at least 1
year. To reduce confounding by economic factors, analyses were restricted to
medium- and high income countries. Racial groups were defined as white,
black, Asian and other. We determined the prevalence of four CVD risk fac-
tors: uncontrolled hypertension, obesity, hyperphosphatemia and anemia.

c. Results
1,161 patients on dialysis and 1,663 patients with a transplant were included.
The majority of patients in both groups were white (73.8% and 79.9%, respec-
tively). The crude prevalence of the CVD risk factors was similar across racial
groups. However, after adjustment for potential confounders, Asian back-
ground was associated with a higher risk of uncontrolled hypertension in both
the dialysis group (Odds Ratio [OR]: 1.27, 95% Confidence Interval [CI]:
1.01-1.64) and the transplant group (OR: 1.37, 95% CI: 1.11-1.68) compared
to white patients. Patients of Asian and other racial background with a renal
transplant had a higher risk of anemia compared to white patients (OR: 1.50,
95% CI: 1.15-1.96 and OR: 1.45, 95% CI: 1.01-2.07, respectively). Finally,
themean number of CVD risk factors among patients on dialysis was higher in
Asian patients (1.83, 95% CI: 1.64-2.04) compared to white patients (1.52,
95% CI: 1.40-1.65).
d. Conclusions
We found a higher prevalence of modifiable CVD risk factors in Asian chil-
dren on RRT. Early identification and management of these risk factors could
potentially improve long term outcomes.

PO-385
Phase I First-In-Human Trial of DCR-PH1, a novel short interfering
RNA (siRNA) formulated in lipid nanoparticles (LNP), for the treatment
of Primary Hyperoxaluria type 1 (PH1)
A. Pano(1), D. Dickerson(2), B. Fielman(1), J.A. Lockridge(1), B.D. Brown(1), P.
Bhargava(1)
(1) Dicerna Pharmaceuticals, Cambridge, United States; (2) Pra Health
Sciences - Early Development Services, Lenexa, Ks, United States

a. Objectives
The objectives of this first-in-human study are to determine the safety profile,
pharmacokinetics (PK) and pharmacodynamics (PD) of DCR-PH1 in healthy
adult males and females. PH1 is a rare autosomal recessive inborn error of
glyoxylate metabolism, caused by deficiency of the liver-specific enzyme
alanine:glyoxylate aminotransferase (AGXT). The disease results in overpro-
duction and excessive urinary excretion of oxalate, causing recurrent urolith-
iasis and nephrocalcinosis leading to chronic kidney disease (CKD). Over time
almost all patients develop end stage renal disease (ESRD). There are no
approved treatment for PH1. DCR-PH1 is being developed for treatment of
PH1, and is comprised of a small interfering RNA(siRNA) targeting
HAO1mRNA that encodes glycolate oxidase (GO) protein. Targeting GO
has been demonstrated to be a safe and efficient method for substrate reduction
therapy in a mouse model of PH1. In mice and monkeys, DCR-PH1 demon-
strated dose-dependent, specific knockdown ofHAO1 expression, with a max-
imum inhibition of >90% after single dose of 0.3mg/kg. DCR-PH1 appeared
to be well tolerated at dose levels up to 6 mg/kg in mice and 2 mg/kg in
monkeys.
b. Methods
This is a randomized double-blind, placebo-controlled, single ascending dose
study. Approximately 21 subjects will be enrolled into 3 sequential cohorts to
recieve DCR-PH1 at a dose of 0.005, 0.015 and 0.05 mg/kg or placebo. All
subjects will be monitored for safety for 28-days following dosing. Serial
plasma and urine samples will be collected for PK and PD assesments.
c. Results
First subjects were dosed at the end of December 2015. DCR-PH1 was well
tolerated at the first dose level and dose escalation is ongoing at the time of
abstract submission.
d. Conclusions
Updated results of this study will be presented at the IPNA conference. A
second study of DCR-PH1 in patients with genetically confirmed diagnosis
of PH1 is scheduled to begin enrollment in the first half of 2016.

PO-386
Genetic glomerular disease in Asia: design and methods for DRAGoN
(Deciphering diversities: renal asian genetics network) study
K.H. Ng(1), I.D. Liu(2), J.L. Ng(1), C.C. Khor(3), H.L.A. Loh(4), P.H. Tan(4), F.
Schaefer(5), H.K. Yap(1)
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(1) National University of Singapore, Singapore, Singapore; (2) National
University Health System, Singapore, Singapore; (3) Genome Institute of
Singapore, Singapore, Singapore; (4) Singapore General Hospital, Singapore,
Singapore; (5) Heidelberg University Medical Center, Heidelberg, Germany

a. Objectives
Genetics testing is being recognised as an important component in the workup
of difficult childhood nephrotic syndrome (NS). However, this is not readily
available in most parts of Asia. DRAGoN (Deciphering Diversities: Renal
Asian Genetics Network) was set up in 2015 to establish a genotype and
longitudinal phenotype database in Asia. We aim to perform genetic studies
and selected functional work.

& Logo of DRAGoN

b. Methods
Patients with congenital or infantile NS, familial or sporadic steroid-resistant
NS who are <25 years old at onset, or persistent subnephrotic proteinuria with
likely genetic etiology will be recruited. Healthy and affected family members
will be recruited where possible. Histological features from glass slides or
digital photographs are recorded. Whole slide imaging will be used to store
histological images, and histology verified by pathologists in
Singapore.Referring investigators will provide relevant clinical phenotypic
details during recruitment and six monthly. Blood or saliva samples will be
sent to Singapore for DNA extraction. Our genotyping strategy includes
targeted gene sequencing involving >100 genes known to cause glomerular
and other renal diseases. For selected cases with no pathogenic variants, exome
sequencing will be performed. A multiplexing and pooled sequencing ap-
proach will enable high coverage (~98%) and minimal costs. Variants will
be validated using capillary sequencing. In parallel, genome-wide association
studies (GWAS) will be performed for patients with sporadic biopsy-proven
primary focal segmental glomerulosclerosis to identify genetic variants impor-
tant in disease susceptibility.
c. Results
23 medical centres from 9 Asian countries haveparticipated in DRAGoN. In
total, 40 patients have been recruited. This number is expected to increase
rapidly over the next few months as many centres havejust received their
institutional ethical approval.
d. Conclusions
DRAGoN can be a major collaborative effort for the study of genetic glomer-
ular diseases in Asia.

PO-387
Antiproteinuric effect of oral calcitriol in chronic proteinuric nephropa-
thies: an open label randomized controlled trial
P. Hari, R. Theragaonkar, A. Sinha, L. Ramakrishna, A. Bagga
All India Institue of Medical Sciences, Delhi, India
a. Objectives

We examined whether a combination of calcitriol and enalapril is more effi-
cacious than enalapril alone in reducing proteinuria in children with chronic
proteinuric nephropathy.
b. Methods
Children aged between 3 to 18 years with chronic kidney disease and protein-
uria >250 mg/day were randomly assigned to receive enalapril (0.6 mg/kg/
daily) and calcitriol (0.25 μg twice weekly) or enalapril alone for six months.
Children with estimated GFR (eGFR) < 30 ml/min/1.73 m2, calcium and
phosphate levels >10.5mg/dl and 5.5 mg/dl were excluded. Primary outcome
was reduction in proteinuria at 6 months. Secondary outcomes included
change in PTH, 25 hydroxyvitamin D and estimated GFR.
c. Results
Between October 2010 to November 2015, 252 children with CKD and pro-
teinuria were screened; 72 eligible children (56 boys, mean age 11.2±3.4 yr)
were randomized to either enalapril with calcitriol or enalapril alone. Baseline
characteristics were similar. Flow of participants is shown in Figure 1.
Proteinuria (mean±SD) decreased from 2.3±1.8 g/d at baseline to 1.0±0.9
g/d in combination group (P<0.001) and from 2.2±1.7 g/d to 1.3±1.4 g/d in
enalapril group, respectively (P=0.001). The reduction in proteinuria was
higher in combined treatment than enalpril whichwas statistically insignificant
(P=0.5) (Table 1). One patient developed hyperphosphatemia in combined
treatment; hypercalcemia and hyperkalemia were not seen in any patient.

& Figure 1

& Table 1
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d. Conclusions
In children with proteinuric nephropathy, enalapril resulted in significant re-
duction in proteinuria at 6 months. The combination of calcitriol and enalapril
might result in more reduction in proteinuria than enalapril alone; however the
study was under-powered to examine this difference.

16 - Biologicals in pediatric nephrology

PO-388
The relationship between autophagy and renal tissue injury in
adriamycin nephropathy rats
S. Yu, L. Yu
Guangzhou First People's Hospital, Guangzhou, China

a. Objectives
To observe the formation of autophagosome, the expression and distribution of
autophagy-related protein LC3-A,LC3-B,and Beclin-1 in adriamycin ne-
phropathy rats at different pathological periods,to explore the relationship
between autophagy and renal tissue injury, the occurrence of proteinuria,the
progression of renal disease.
b. Methods
Sixty normal male SD rats were randomly divided into control group(n=30)
and model group(n=30),the rats in model group were injected with
adriamycin(6.5mg/kg) via tai-vein for one time,while the rats in control group
were injected with saline. Urine protein quantitation of 24 hour, the levels of
serum albumin and total cholesterol were measured serially at
the2,4,6,8,10weeks.The formation of autophagy were detected by transmis-
sion electron microscopy,the localization and distribution of LC3-A ,LC3-B
and Beclin-1 were detected by indirect immunofluorescence staining in kidney
tissue, the autophagy-related proteins LC3-A ,LC3-B and Beclin-1 expression
was detected by Westernblotting.
c. Results
In model group,urinary protein began to increase at the first two weeks,serum
albumin decreased at the same time,and total cholesterol increased in the four
weeks.There was a statistically significant difference compared with the con-
trol group(P<0.01). Renal pathology gradually changed from mesangial pro-
liferation to focal segmental glomerulosclerosis (FSGS) by light microscope.
A low expression of autophagy was detected in renal tissue of control group
rats by transmission electron microscopy and immunofluorescence
microscope;in model group, with the progression of disease,the autophagy
was significantly enhanced and maintained at a high level.With the progres-
sion of disease,the autophagy-related proteins LC3-A ,LC3-B and Beclin-1
was significantly enhanced in the model group than the control group
(P<0.05).
d. Conclusions
Autophagy is involved in renal tissue injury and the occurrence of
proteinuria,closely related to the progression ofrenal disease.

PO-389
Canakinumab is safe in the treatment of renal transplant patient having
amyloidosis secondary to Hyper-IgD syndrome
I. Dursun, B. Sozeri, A. Kisaarslan, R. Dusunsel, H. Poyrazoglu, Z. Gunduz
Erciyes University, Kayseri, Turkey

a. Objectives
Canakinumab, an anti-IL-1b human monoclonal antibody, is very effective
drug in reducing the frequency of episodes and improving clinical symptoms
of patients with Hyper-IgD syndrome (HIDS). However, it`s effect on the renal
transplant is unknown. Herein, we report a child with HIDS and renal trans-
plant to share the efficacy and safety of canakinumab
b. Methods
A ten year-old-boy with HIDS received kidney transplant from a living donor
(mother). He was on etanercept before transplantation. It was discontinued
after the transplant. Anakinra was started 6 months after renal transplant be-
cause of flare of HIDS. He experienced with acute disseminated

encephalomyelitis that required plasmapheresis, IVIG and pulse methyl pred-
nisolone. On the follow-up, he was admitted to hospital occasionally because
of weight loss and diarrhea resulted in graft dysfunction. Since we could not
under control his diarrhea due to gastrointestinal involvement of amyloidosis,
anakinra was switched to canakinumab
c. Results
Canakinumab markedly reduced the frequency of diarrhea, rapidly normalized
the serological inflammatory markers and gave rise to increased appetite with-
out any side effect.
d. Conclusions
Canakinumab is a safe biologic agent to maintain disease control in children
with HIDS even in renal transplantation course. We think that canakinumab
can be successfully and safely used in renal transplant patients.

17 - Metabolic diseases

PO-390
Asymptomatic renal involvement in Egytian children with glycogen stor-
age disease type III: Single center study
A. Badr(1), E. Mogahed(1), N. Abdel Hameed(2), H. Fouad(3), M. El-
Sharkawy(1), F. Hasanain(4), H. El-Karaksy(1)
(1) Cairo University-Children Hospital, Cairo, Egypt; (2) National Research
Center, Cairo, Egypt; (3) National Hepatology and Tropical Medicine
Research Institut, Cairo, Egypt; (4) Faculty of Pharmacy, Misr International
University, Cairo, Egypt

a. Objectives
Renal involvement has been described in several types of glycogen storage
diseases (GSDs) including types I, IVand XI, but it was rarely reported in type
III.We attempted to screen children with GSD III for potentially asymptomatic
renal involvement.
b. Methods
This cross sectional study was conducted on 27 patients with GSD III present-
ing to the Pediatric Hepatology Unit, Cairo University Pediatric Hospital,
Egypt. Renal ultrasound was done for all patients. Glomerular function was
assessed by serum creatinine, glomerular filtration rate (GFR), serum albumin,
urine analysis, urinary albumin/creatinine ratio. Tubular function was assessed
by blood gases analysis and urinary β2 microglobulin.
c. Results
The median age (IQR) of the patients was 5.5 (3.8) years (ranging between 14
months to 14 years). Serum creatinine was normal in all patients. GFR ranged
between 80 – 517 ml/min/1.73m2.GFR was increased in 4 patients (14.8%).
Microalbuminuria was detected in 4 patients (14.8%), none of whom had
elevatedGFR. Fourteen patients (51.9%) had compensated metabolic acidosis.
Urinary β2 microglobulinwas elevated in 11 patients (40.7%). One patient had
a single renal stone and another patient had mild renal enlargement.
d. Conclusions
This is one of the very few studies reporting on the presence of renal involve-
ment in pediatric patients with GSD III. It is probable that glomerular affection
in the form of proteinuria may develop with age despite achieving good met-
abolic control.Tubular abnormalities were more common than glomerular af-
fection, all were asymptomatic. Longitudinal studies are needed to investigate
the long-term outcome of these findings.

PO-391
Mutational analysis of AGXT in Libyan Children with primary
hyperoxaluria type 1 at Tripoli Children Hospital
O. Fituri(1), N. Rhuma(1), L. Sabei(2), M. Turki(1)
(1) Tripoli Children Hospital, Tripoli, Libya; (2) Community medicine Tripoli
university, Tripoli, Libya

a. Objectives
to verify the clinical and epidemiological patterns of primary hyperoxaluria
type 1 in Libyan children at Tripoli Children Hospital Confirmed by AGXT
gene mutation.
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b. Methods
Adescriptive case series study of 53 children with PHO1 diagnosed between
1994 and 2015 in Nephrology unit at Tripoli Children Hospital. Diagnosis of
PHO was based on the clinical presentation (renal stones or nephrocalcinosis),
positive family history of hyperoxaluria, high 24-hour urinary oxalate. Sampling
for AGXT gene mutation was collected from April 2012 to Dec. 2015.
c. Results
A total of 53 children diagnosed as PHO 1, male composed of 62.3% of
patients. Their age at presentation ranged between 2 months and 20 years with
mean age = 55.4±48 months. The parents of 81.1% of these patients had
positive consanguinity. 40(75.5%) patients were from west mountain,
16(40%) of them were from Yefrin.. Six different mutations were found. The
most common mutations were the C371 T> C (P.lle244thr) which found in
31(58%) of children in this study.Interestingly, for those patients with C371T>
C (p.lle244thr) gene; 87.1% were homozygous in gene typing, 86.2% had
positive history of consanguinity, 71.4% were from west mountain, 96.6%
had family history of PH1 and 74.1% the sibling was the affected family
member, all the patients(100%) with C371T> C (p.lle 244 thr) had positive
family history of renal stone, 84% had increased urinary oxalate and 80%
presented with impaired renal function, those patients withC371T> C
(p.lle244thr) gene were younger at presentation than that with other genes
(48 months vs 54months), this gene wasmore prevalent among boys (61.3%).
d. Conclusions
The most common mutation found in this Libyan series of children was C371
T> C (P.lle244thr) mutation in the AGXT gene which more prevalent among
boys and children with positive consanguinity, and associated with earlier
presentation, renal impairment at presentation and positive family history of
PH1.

PO-392
Non invasive examination of systemic oxalosis by 3 Thesla MR bone
imaging
B. Hoppe, M. Feldkötter, M. Born, J. Giesecke, G. Kukuk
University Hospital Bonn, Bonn, Germany

a. Objectives
Patients with primary hyperoxaluria type I (PHI) are on great risk to develop
systemic oxalosis, especially, when kindey function had declined. It is, how-
ever, speculated, that such multisystemic deposition of calciumoxalate (CaOx)
starts even earlier in the course of the disease. We now aimed to establish a
non-invasive imaging procedure to better be able to evaluate even early CaOx
depositions.
b. Methods
In 36 patients with genetically proven PHI aged 9-56 years, we performedMR
imaging of the left knee to determine bone changes correlated to GFR. Eight
patients were on chronic maintenance hemodialysis, one patient post isolated
kidney transplantation and all other patients in CKD stages 2-4. For MRI we
used a 3 Thesla scanner from Phillips with an inplane resolution of 0.2 mm,
FOVof 140mmMatrix and 768 pix. Time of examinationwas 15 minutes.We
also examined 8 healthy controls aged 10-53 years.
c. Results
So far we were able to detect significant changes in the bony structure of
patients with ESRD as compared to those in CKD stages 2-4. A destruction
of trabecular structure of the bone is visible in all, which is, however, not
correlated to the stage of CKD. This is in accordance to the clinical heteroge-
neity of PHI. In patients being on maintenance hemodialysis for the longest
time, we found CaOx depositions also in muscle, tendons and skin. Bone
density was massively reduced, especially in those patients with CKD stages
3-5 (mean 486, SD 206, max 1574, versus controls 877/332/1959).
d. Conclusions
We are aware of the preliminarity of the interpretation of our results.
Definitively not only CaOx depositions, but also CKD leads to bone changes.
Nevertheless, the severity of changes of bone structure, as well as that of bone
density and the additional depositions in muscle, skin and tendons let us
suggest, that such non-invasive MR examination will help us to (early) detect
systemic CaOx depositions.

PO-393
Plasma level of oxalate and iohexol-GFR in normal subjects and in pa-
tients with chronic kidney disease
L. Dubourg(1), L. Selistre(2), V.C. De souza(2), J. Bacchetta(3), P. Cochat(3)
(1) Exploration Fonctionnelle Rénale, Groupement Hospitalier Edouard
Herriot, Hospices Civils de Lyon, Lyon, France; (2) Universidade De Caxias
Do Sul - Pós Graduação Em Ciências Da Saúde, Caxias Do Sul, Brazil; (3)

Service de Néphrologie et Rhumatologie Pédiatrique, Centre de référence des
Maladies Rénales Rares, Hôpital Femme Mère Enfant, Hospices Civils de
Lyon, Bron, France

a. Objectives
Secondary hyperoxaluria is a multifactorial disease affecting several or-
gans and tissues, native and transplanted kidneys. Plasma oxalate may
increases during renal failure, because oxalate is removed from the body
by the kidneys. However, there are rare evidence evaluating the associa-
tion between glomerular filtration rate and plasma oxalate, especially in
the early stages of chronic renal disease.Nephrocalcinosis and
nephrolithiasis resulting from oxalate supersaturation may lead to renal
insufficiency. Patients suffering from secondary hyperoxaluria should be
promptly identified and appropriately treated in order to avoid further
renal damage.
b. Methods
Using cross-sectional analyses, glomerular filtration rate by iohexol clear-
ance and acid oxalic plasma were measured in a pilot study with 51 pa-
tients. The aim of the study was to evaluate the Sperman's correlation of
these measures.
c. Results
The age and BMI of the 51 subjects (53% men) investigated were 46.2 [IQR,
38.2-57.1] years and 23.6 [IQR, 21.0-29.7] kg/m2.
The indication for GFR measurement in this population consisted of: chronic
kidney disease (CKD) patients (n=35, 68.6%), candidates forlivingkidney
donation (n= 13, 25.5%) and kidney transplant recipients (n=3, 5.9%). The
median[IQR] of measured GFR (mGFR)was 76 [65-92] mL/min/1.73m2.The
mGFR range was 25 to 139 mL/min/1.73 m2. 24.5% of the patients had a
mGFR <60, 51% had a mGFR from 60 to 89, and 25.5% had a mGFR ≥ 90
mL/min/1.73 m2. Only 2 participants had a mGFR <30 mL/min/1.73 m2.

All patients had normal values of plasma acid oxalic (<5 μmol/L)
d. Conclusions
Plasma acid oxalic was not increased in the present population. No significant
association was demonstrated between acid oxalic and glomerular filtration
rate. Further studies are necessary to confirm increasing plasma oxalate fol-
lowing lowest level of glomerular filtration rate (<30mL/min/1.73 m2).

PO-394
Clinical manifestations of systemic oxalosis in primary hyperoxaluria
type 1: when do which clinical manifestations occur
S.F. Garrelfs(1), M.J. Oosterveld(1), S-A. Hulton(2), M. De Marchi(3), B.
Hoppe(4), P. Cochat(5), J.W. Groothoff(1)
(1)Department of Pediatric Nephrology, Emma Children's Hospital, Academic
Medical Center, University of Amsterdam, Amsterdam, Netherlands; (2)

Department of Nephrology, Birmingham Children's Hospital NHS Trust,
Birmingham, United Kingdom; (3) Medical Genetics Unit, San Luigi
University Hospital, Orbassano, Torino, Italy; (4) Department of Pediatric
Nephrology, Children's Hospital of the university of Bonn, Bonn,
GERMANY; (5) Department of Pediatric Nephrology, Hospices Civils de
Lyon and University de Lyon, Lyon, France

a. Objectives
Description of the manifestations of systemic oxalosis in a large European
cohort of patients with Primary Hyperoxaluria type 1 (PH1) and analysis of
eGFR, plasma oxalate and glycolate levels as potential clinical thresholds for
the occurrence of systemic oxalosis.
b. Methods
Retrospective review of all PH1 patients registered in the OxalEurope data-
base, and in whom data of sufficient detail was recorded.
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c. Results
Of the 132 included patients, 51 (38.6%) were found to have at least one
manifestation of systemic oxalosis. Bone disorders represented the most fre-
quent manifestation (18.9% (25/132) at diagnosis and cumulatively 30.3%
(40/132) at follow up), followed by cardiac (3.8%, 15.2%), cutaneous- and
vascular (3.8%, 15.4%), ophthalmologic (7.6%, 12.9%), neurological (4.5%,
8.3%) amongst other manifestations. We found 30 different combinations of
symptoms. The majority of manifestations (94%, 48/51) were found in pa-
tients with an eGFR <15 ml/min/1.73m2. PH patients were not routinely
screened; e.g. 26.5% had not undergone any ophthalmologic evaluation. We
report the first patient with manifestations of oxalosis, an eGFR above 50 ml/
min/1.73m2 and plasma oxalate level below 30 μmol/l. Plasma glycolate
levels started to increase at higher levels of eGFR compared to plasma oxalate
levels.
d. Conclusions
This study highlights the heterogeneity of systemic oxalosis. The high number
of reported systemic manifestations of oxalosis might be an underestimate due
to the large number of non-systematically screened asymptomatic patients.
Evidence of systemic oxalosis in a patient with moderate CKDwarrants atten-
tion. Our results challenge the current assumption that systemic deposition of
oxalate starts when the plasma oxalate level is > 30 μmol/l and the eGFR < 40
ml/min/1.73m2. Therefore, we stress the value of annual screening for system-
ic oxalosis in PH1 patients with CKD2+. Plasma glycolate might be a more
accurate predictor of systemic oxalosis than plasma oxalate.

PO-395
New glycolate oxidase inhibitors as promising drugs for primary
hyperoxaluria type 1
C.Martin-Higueras(1), M-D. Moya-Garzón(2), J.A. Gómez-Vidal(2), M. Díaz-
Gavilán(2), E. Salido(1)
(1) Pathology Department, School of Medicine, University of La Laguna, La
Laguna, Spain; (2) Pharmaceutic and Organic Chemistry Department, School
of Pharmacy, University of Granada, Granada, Spain

a. Objectives
We aim to develop small molecules capable of reducing oxalate production in
Primary Hyperoxaluria type 1 (PH1). In this inborn error, patients fail to
detoxify glyoxylate due to AGT-enzyme deficiency. Substrate reduction ther-
apy (SRT), by glycolate oxidase (GO) inhibition, seems to be a feasible ap-
proach to treat this rare disease.
1. Design, synthesis, purification and characterization of small molecules
which can inhibit recombinant mouse GO (mGO) enzymatic activity.
2. Evaluation of oxalate decrease in Agxt1-/- mouse primary hepatocytes by
GO inhibitors: EC50 determination.
b. Methods
Molecular design was based on empirical activity data. Small molecules were
prepared by an easy one/two-steps route and purified using conventional
methods. Total characterization was made by NMR and HRMS. Compounds
purity was measured by HPLC and set at 95% minimum. Recombinant mGO
was expressed and purified for enzymatic assays, quantified by HRP-Trinder
coupled reaction. Primary hepatocytes were isolated and cultured with
glycolate and a range of inhibitor concentrations. Culture media were collected
at different time points for excreted oxalate quantification.
c. Results
Final compounds showed overall yields of 15-85% after purification. 7 of 16
molecules tested inhibited ≥40% mGO activity (IC50=20-200 μM). When
tested in Agxt1-/- primary hepatocytes, 2 of them reduced excreted oxalate with
EC50 in the low micromolar range, without cytotoxicity.
d. Conclusions
We developed innovative GO inhibitors as promising drugs to treat PH1 by
SRT. In vitro screening of these small molecules confirm that GO inhibition
may ameliorate oxalate excretion in our PH1 model. We identified a drug-like
structural core for which there were no bibliographic precedents on this kind of
biological activity. Working on this new lead, we hope to identify compounds
with enough potency reducing oxalate excretion to be tested in vivo as an
approach to prevent renal damage due to calcium oxalate deposition in PH1.

PO-396
Decompensated maple syrup urine disease in newborns: think about
hyperammonaemia
K. Monastiri
Teaching Hospital Fattouma Bourguiba, Monastir, Tunisia

a. Objectives
Maple syrup urine disease (MSUD) is a rare autosomal recessive disorder that
causes acute and chronic brain dysfunction because of neurotoxic effect of the
accumulating branched chain amino acids (BCAA) and their corresponding
keto acids. Affected patients may also develop hyperammonaemia of un-
known etiology.
b. Methods
To report a case of MSUD with hyperammoniemia
c. Results
A 11 days old baby boy was referred to the Neonatal Intensive Care Unit
because of coma and metabolic acidosis with fenugreek odor. On day 7 after
admission, brain magnetic resonance imaging showed intramyelinic type of
edema. Classic maple syrup urine disease (MSUD) was diagnosed by increas-
ing blood levels of BCAA. Despite appropriate resuscitation andtreatment
with BCAA-free formula milk, baby’s condition doses not improve. Plasma
ammonia level was high (189 mmol/l).The oral administration of the N-
acetylglutamate analogue, N-carbamylglutamate (NCG), 150 mg/kg/day in
combination with standard therapy resulted in a decrease of plasma ammonia
levels (157 mmol/l then 147 mmol/l after 24 hours and 3 days respectively) but
when we stopped NCG, ammoniemia rized to 298 mmol/l. Unfortunately, the
evolution was fatal after 48 days of management because of difficulties in
supplying specific treatments.
d. Conclusions
A careful consideration should be given towards plasma level ammonia in
decompensate MSUD. NCGmay be an important adjunct to standard therapy
in the management of this disease when hyerammonaemia is observed.

PO-397
Phenotype and follow-up in the c.80A>G in MMACHC gene
F. Wang, X. Liu, H. Xiao, Y. Yao, J. Ding, Y. Zhang
Peking University First Hospital, beijing, China

a. Objectives
Cobalamin C defect is the most common inbron error of cobalamin metabo-
lism caused by mutations in theMMACHC gene. The aim of the present study
was to delineated phenotype and follow-up in Chinese children with
Cobalamin C defect.
b. Methods
Detailed clinical data were collected and analyzed, and all coding exons of
MMACHC gene were PCR-amplified and sequenced from genomic DNA.
c. Results
Four unrelated Chinese children (1 female, 3 male) with unexplained micro-
scopic hematuria and proteinuria were included. The onset of renal symp-
toms ranged from 9 months to 4 years. Two patients had nephrotic-level
proteinuria in their initial visit, and renal dysfunction was detected in 2
patients. Only 1 patient had hypertension. All patients had moderate anemia,
and megaloblastic anemia was detected in 2 patients. One of 4 patients had
mild development backward. Four patients had hyperhomocysteinemia, and
2 of 4 patients presented with remarkable elevated urinary methylmalonic
acid. Renal biopsy in 3 patients showed thromboticmicroangiopathy.
Autosomal recessive mutations in MMACHC gene was found in 4 patients,
and c.80A>G was detected in all of them. Three patients were in follow up.
After vitamin B12, folic acid and L-carnitine betaine supplementation, urine
protein became negative in 2 patients and reduced in 1 patient, and renal
function in 1 patient was improved. In all 3 patients, hemoglobin increase to
normal, plasma homocysteine decrease and still was abnormal. In a patients
with remarkable elevated urinary methylmalonic acid, the level of urinary
methylmalonic acid was normal in 1 patient and decreased in another pa-
tient. Blood pressure of the patient with hypertension was well-controlled
using calcium channel blocker.
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d. Conclusions
Prominent renal complication can be found in c. 80A>G in MMACHC gene,
and treatment resulted in improvement of renal and hematological signs.

PO-398
Urinary Calcium-Oxalate saturation calculated by computed programs is
not specifically elevated in primary hyperoxaluria
B. Hoppe, W. Boehm, M. Feldkoetter, H. Kyrieleis
University Hospital Bonn, Bonn, Germany

a. Objectives
Primary hyperoxaluria is the most devastating kidney stone disease of man-
kind. Recurrent urolithiasis or progressive nephrocalcinosis are the hallmarks

of the disease. Based on the extremely high urinary oxalate excretion, it seems
logical that urine is supersaturated for calcium-oxalate (CaOx).
b. Methods
We calculated urinary ßCaOx using the computed equilibrium program
EQUIL2 in 24 h urine specimen of 70 patients with non PH
nephrocalcinosis (46 mal, 24 female, age 6.9 +/- 5.5 years), 149 non
PH urolithiasis (90/59 m/f, age 9.7 +/- 9.5 years) and 20 PH I patients
(12/8, age 8.1 +/- 3.8 years).
c. Results
Urinary oxalate excretion was higher in PH (p < 0.05) as compared to non PH
patients. No further significant difference was found, here especially for the
ßCaOx saturation. However, urinary calciumwas lower (not significant) in PH
patients as compared to the other patients.

d. Conclusions
The calculation of urinary saturation using computed programs, here EQUIL2,
is not a reliable parameter to calculate the definitively extreme CaOx super-
saturation of urine from PH patients. This is related to a rather lowish urinary
calcium excretion in patients with PH as compared to other urolithiasis/
nephrocalcinosis patients. Therefore, we do not recommend to use such pro-
grams.

PO-399
Pyridoxine efficacy in hyperoxaluria type 1 caused by a rare mutation of
AXGT
C. Corrado, A. Costa, A.M. Tranchida, A. Gangemi, O. Bologna, G. Pavone,
M.M. D'alessandro, S. Maringhini
G. Di Cristina Hospital, Palermo, Italy

a. Objectives
Primary hyperoxaluria type 1 (PH1) is an autosomal recessive disease charac-
terized by excessive endogenous oxalate production with urolithiasis,
nephrocalcinosis and renal failure. It is caused by deficiency of the liver-
specific enzyme alanine-glyoxylate aminotransferase (AGT), encoded by the
AGXT gene. More than 150 pathologycal mutations have been documented.
b. Methods
We describe a case of a 27 month old male patient admitted to our Department
for recurrent urinary tract infection (UTI). He was born from unrelated parents
and presented a family history of urolithiasis and UTI.
c. Results
Laboratory data documented normal level of urinary excretion of citrate (24
hour citrate/creatinine: 0,24 mmol/mmol) and increased levels of oxalate (24-
hour oxalate/creatinine: 530 μmol/mmol, normal value 12-55) and calcium
(urinary calcium/creatinine ratio: 0.51). GFR was normal. Ultrasonography
of urinary system revealed nephrolithiasis in both kidneys and was treated
with lithotripsy. Spectrophotometric analysis of calculi revealed calcium oxa-
late monohydrate. To confirm the diagnosis of PH1, a genetic analysis was

performed and documented a missense mutation p.Trp108Arg (c322T>C) on
exon 2 in homozygous state. We prescribed pyridoxine 5 mg/kg/die. After 6
months of this therapy, urinary levels of oxalate/creatinine reduced to 126
μmol/mmol and calcium/creatinine normalized (0.20)
d. Conclusions
About 30% of PH1 patients respond to therapy with pyridoxine, especially in
the most common mutation (p.Gly170Arg). Few data are available on efficacy
of pyridoxine in other mutations. In our proband a rare mutation (homozygous
for the p.Trp108Arg) is associated with a better renal outcome and a positive
response (reduction of 80% of urinary oxalate level) to pyridoxine therapy.

PO-400
High correlation between serum free and total 25 (OH) vitamin D in
healthy children
L. Mantecón, M.A. Alonso, V. Moya, N. Avello, E. Martínez, A.I. Cillero,
M.L. Álvarez, F. Santos
Hospital Universitario Central de Asturias (HUCA), Oviedo, Spain

a. Objectives
To kwow: 1) serum free 25(OH)D concentrations in children, 2) its correlation
with serum total 25(OH)D, PTH and vitamin D binding protein (DBP). To
date, no articles have been published in pediatric patients.
b. Methods
Cross-sectional study on 104 healthy children (59 males) without chronic or
systemic diseases, from birth (0 days) to 13 years living in a community of
northern Spain (latitude 43°N). Serum measurements at birth were made from
umbilical cord blood, whereas the others were analyzed from routine preoper-
ative laboratory tests. Study period: 2 years. Variables: total 25(OH)D, free
25(OH)D, DBP and PTH concentrations in serum. Direct measurement of
serum free 25 (OH)D concentrations was made by a recently developed im-
munoassay (Future Diagnostics BV) available for research. Total 25 (OH)D
and PTH were measured using standard commercial kits. DBP was analyzed
using triple quadrupole line of mass spectrometers (QTRAP 5500, AB Sciex).

Nephrocalcinosis Urolithiasis Primary Hyperoxaluria Normal values

Urinary excretion Mean (SD) Mean (SD) Mean (SD)

Oxalate (mmol/1.73m2) 0.478 0.217 0.574 0.543 1.711 0.778 <0.5

Calcium (mg/kg/d) 4.033 3.332 3.446 2.611 2.072 1.57 <4

Citrate (mmol/1.73m2/d) 2.504 1.93 2.546 1.796 3.044 1.775 >1.6 (f),
>1.9 (m)

Uric acid (mmol/kg/d) 0.072 0.043 0.104 0.454 0.071 0.143 <0.12

CaOx saturation (rel-units) 5.451 4.218 5.430 4.426 5.933 2.882 age specific
(<5.1- < 8.4)

Brushite Sat. (rel-units) 0.763 0.906 0.607 0.713 0.659 1.815 <1

Uric acid Sat. (rel-units) 0.807 0.53 0.878 0.77 0.503 0.526 <2
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c. Results
See tables and graphic

& Serum concentrations

& Correlation between free and total 25OHD concentrations

d. Conclusions
The high correlation between serum free and total 25(OH)D levels in healthy
children does not support the preferential use of free 25(OH)D in the assesment
of vitamin D status.

PO-401
Uromodulin associated kidney disease of teenagers in three Herzegovian
families
A. Bajraktarevic(1), R. Merdzanic(1), V. Selmanovic Mulaosmanovic(2), N.
Bilalovic(3), A. Hadzimuratovic(4), M. Spahovic(5), M. Ridzal(6), M. Uscuplic(7)
(1) Pubilc Health Institution Of Canton Sarajevo, Sarajevo, Bosnia And
Herzegovina; (2) Genetic Institute Of Bosnia And Herzegovina Pediatrics
Department, Sarajevo, Bosnia And Herzegovina; (3) Clinical Medical Center
Sarajevo -Institute For Pathology, Sarajevo, Bosnia and Herzegovina; (4)

Pediatrics Clinic Sarajevo-Department for Nephrology, Sarajevo, BOSNIA
and Herzegovina; (5) Pharmacy Faculty Sarajevo - Department for Clinical
Pharmacology, Sarajevo, Bosnia and Herzegovina; (6) General Hospital
Sarajevo, Sarajevo, Bosnia And Herzegovina; (7) Pediatrics Hospital
Mostar, Mostar, Bosnia and Herzegovina

a. Objectives
Uromodulin or Tamm-Horsfall glycoprotein is the most common protein ex-
creted in the urine of healthy individuals, yet its function remains unclear.
Uromodulin kidney disease is the most common form of autosomal dominant
interstitial kidney disease . It is caused by a mutation in a gene producing a
protein called uromodulin. The mutation causes affected individuals to devel-
op gout, frequently in their teenage years, and progressive kidney disease. This
protein is only made in the kidney.
b. Methods
Renal biopsy in patients with ADIKD reveals tubulointerstitial fibrosis and
other nonspecific findings. Diagnosis can be achieved through genetic analysis
of the UMOD gene. Children patients with mutations in the REN gene
encoding renin suffer from anemia in childhood, hyperuricemia, mild
hyperkalemia, and progressive kidney disease.
c. Results
Asymptomatic hyperuricemia had detected during childhood becouse testing
was performed early because of a positive family history.The results of urine
sediment examination and of imaging studies of the kidney, however, can also
suggest other types of chronic kidney diseases, including vascular,
tubulointerstitial, and cystic diseases of the kidney.All families were shown
to present mutations in the UMOD gene. In three Herzegovian families, the
detected mutations were located in exon five.
d. Conclusions
Tamm-Horsfall protein and its 640 amino acids, molecular weight 85-90kD
expressed in the ascending loop of Henle is the most abundant protein in urine
under normal conditions.

PO-402
Proximal tubulopahy and glomerulopathy as the presenting signs of
ethylmalonic encephalopathy
R. Schreiber(1), O. Staretz-Chacham(1), E. Hershkovitz(1), D. Landau(2),M.Geylis(1)

(1) Soroka Medical Center, Beer- Sheva, Israel; (2) Schneider Medical Center,
Petah Tikva, Israel

a. Objectives
Ethylmalonic encephalopathy (EE) is a rare AR metabolic disorder mainly
affecting patients from the Mediterranean basin (1)
Mutations in the ETHE1 gene coding for mitochondrial protein lead to pro-
gressive encephalopathy, petechiae, acrocyanosis and diarrhea with a fatal
outcome in early in life.Renal involvement is rare.
The presented case demonstrates infant with EE and not previously reported
combination of proximal tubulopathy and glomerulopathy.
b. Methods
The patient was the only child from healthy first degree related parents of
Bedouin origin. At 3 months of age, the child presented with failure to thrive,
diarrhea, edema, petechial rash and hypotonia.
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Laboratory findings were consistent with EE with renal involvement (table 1)
Imaging: Brain MRI showed mild external hydrocephalus and lesions in the
putamen and caudate nucleus (Fig 2)
Genetic analysis revealed a homozygous mutation in ETHE1 gene in chr
19q13, leading to a c.505(+1) G to T change
c. Results
EE was managed with metronidazole and N-acetylcysteine (2). Fanconi syn-
drome was managed with elctrolite suplementation. Proteinuria was managed
with indomethacin and captopril.
The patient improved clinically: edema resolved, serum albumin increased, but
nephrotic range proteinuria consisted. The infant eventually died at 7 months
from acute metabolic decompensation.
Renal involvement in mitochondrial disease

1. The kidney obtains most of its energy from aerobic oxidative
metabolism and is highly vulnerable to defects in oxidative
phosphorilation. Mitochondrial tubulopathy is mostly proximal

2. Glomerular involvement is rare (3,4) Only one patient with EE and ne-
phrotic syndrome has been described (5)

3. The pathogenesis of tubular and glomerular combination is not well
known, but could be explained by a defect in aerobic oxidative metabolic
failure or by vasculopathy of EE

& C:UsersgeylismDe
d. Conclusions
EE should be in the differentia ldiagnosis of patients with combined
tubulopathy and glomerulopathy early in life.
References - table 2

& C:UsersgeylismDesktoptable2.png

PO-403
Xanthogranulomatous pyelonephritis: a pseudotumor in a 9-year-old
schoolboy

M.P. Bandeira(1), J.M. Carvalho(1), A. Gomes(1), I. Correia(2), A.H.T. Kato(3),
S.B. Couto(3), G.P.N.D.S. Beozzo(3), D. Kostic(1)
(1)Hospital Infantil Maria Lucinda, Recife, Brazil; (2)Department of Health, Recife,
Brazil; (3) Faculty of Medicine of University of Sao Paulo, Sao Paulo, Brazil

a. Objectives
Xanthogranulomatouspyelonephritis(XGPN)isatypical,benignformofchron-
ic renalsuppuration,usuallyunilateral, that involvesdamage to the renalglomer-
uli andperiglomerular tissuewithprogressivedestructionof the renal parenchy-
ma, collector systems obstruction, altered lipid metabolism and inefficient im-
mune response. Approximately 300 cases have been reported in children. This
report aims to highlight the “great imitator” as a differential diagnosis of an
atypical-appearanceabdominalmass inpediatric age.
b. Methods
The patient’s medical records were reviewed and a literature analysis was
performed in order to describe the case and better understand this condition
and its importance.
c. Results
9-year-old boy was admitted due to dysuria, diarrhea, dehydration, intermittent
fever, malnourishment and family history of tuberculosis. Physical exam re-
vealed palpable 8cm abdominal mass in superior right quadrant. Anemia, mild
leukocytosis and elevated urea levels (104mg/dl) with renal hyperfiltration
(179ml/min) were found. Abdominal US evidenced expansive heterogenic
formation compromising upper portions of right kidney. Contrasted abdominal
CT revealed dysmorphic right kidney with pyelic ectasia due to gross obstruc-
tive calculi (ø1.1 and 0.9cm) and enlarged ureter, suggesting XGPN as a
probable cause. Final management included ureterocystolitotomy with extrac-
tion of 6 calculi, major of ø4.5cm. Right kidney nephrectomy was performed
due to absence of its function confirmed by static scintigraphy. Pathology
studies showed the presence of XG reaction in parenchymal sclerotic tissue.
The patient achieved full recovery.

& Nephrectomized right kidney covered with perirenal fat
d. Conclusions

XGPN is a very rare and commonly forgotten condition in children. Its mim-

icry of other diseases causes delay in diagnosis and clinical treatment, leaving

surgery as the only option in most cases. The technological advances of radi-

ology technics in combination with clinical rationale of abdominal mass could

provide pre-surgical diagnosis and conservative treatment.

18 - AKI: Epidemiology, pathogenesis, outcomes

PO-405
Acute Kidney Injury in Iran
N. Hooman
Ali-asghar childrem hospital, Iran university ofMedical sciences, Tehran, Iran
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a. Objectives
To find the epidemiology of AKI in hospitalized neonates and children in Iran
by collecting the published data
b. Methods
A literature search from March 2000 to March 2013 was conducted through
MEDLINE, EMBASE, Scholar.google, IranMedex, MagIran, SID, Thesis,
and congress abstract books, using English and Persian equivalent keywords
for kidney injury, renal failure, pre-renal azotemia, Iran. The definition of acute
kidney injury was sudden rising of creatinine (>1.5 mg /dl, > 2SD, or twice
normal level), or pRIFLE criteria. Pre-renal failure was defined as respond to
fluid therapy in less than 12 hours. Response was increase urine output (>0.5
ml/kg/h and decrease serum creatinine).
c. Results
From thirty -four articles from 13 different centers around Iran, twelve studies
met criteria. the incidence of AKI declined from 36% (2006-2008) to 15.4%
(2010-2011) in PICU. The reported incidence of renal failure was between
2.5% and 5% in NICU. From 653 children, 10% had pre-renal failure, 86%
intrinsic renal failure (including acute glomerulonephritis, hemolytic uremic
syndrome, and acute tubular necrosis), and 4% post-obstructive uropathy ,.
While in NICU (n=380), 42% had pre-renal failure, 49% intrinsic renal failure
(including drug induced and asphyxia), and 8.7% post-obstructive uropathy.
Overall reported mortality rate was 18% in pediatric departments and 11% in
Neonatal intensive care unit. 22% of children needed acute dialysis. ESRD
was reported in 8.3% (one study).
d. Conclusions
The real incidence of acute kidney injurymight be higher considering a unified
standard definition. Acute glomerulonephritis and acute tubular necrosis com-
prised the majority of the etiologies. There was a high rate of intrinsic renal
disease including drug induced nephropathy in neonates.

PO-406
Complete Blood Cell and HCO3- for predictor of developing acute kidney
injury in children
P. Yosefichaijan, A. Eghbali, A. Pakniyat, M. Rafiei, H. Taherahmad
Arak University of Medical Sciences, Arak, Iran

a. Objectives
Acute Kidney Injury duo to hypovolemia and gastroenteritis is still a common
disease, especially among children in developing countries. The Risk, Injury,
Failure, Loss, and End-stage renal disease (RIFLE) classification currently pro-
vides a standardized estimate of incidence and outcomes fromAKI. An elevated
white blood cell count may be seen with pyelonephritis, systemic infectious and
inflammatory diseases; however, the CBC is often unremarkable regardless of
the cause. Some study showed the role complete blood count in AKI as useful
predictive factor for mortality. We aimed to investigate Cell blood count indexes
and HCO3 in prognosis of children with RIFLE criteria of AKI.
b. Methods
In a prospective study 206 patients with AKI who admitted to Amir-Kabir
emergency department, were investigated. The complete blood count, eryth-
rocyte sedimentation rate, serum HCO3 and electrolytes of patients were mea-
sured and compared. All patients had been follow monthly up 4 months re-
garding renal function test and clinical manifestation. Data analysis was per-
formed by SPSS version 18 (IBM Corp., NY, US. ) , and the mean, standard
deviation, standard error, and frequency used for descriptive analysis and t-
test, Chi-square, Mann-Whitney and Friedman tests were used for data
analysis.
c. Results
There is no significant differences between four group regarding baseline
indexes consist of white blood cell count, hemoglobin, hematocrit,
ESR.(Pv>0.05) Platelet counts were significantly higher and MPV and
HCO3were significantly lower in patients with criteria of loss or failure.
d. Conclusions
MPV is higher when there is destruction of platelets. This may be seen in
inflammatory diseases. Metabolic acidosis is associated with AKI and can
result in hypotension, cardiac dysfunction and mortality. HCO3 and MPV as
part of CBC at admissionmay be a predictor of developingAKI. Amulticenter

study with a larger sample size and further fallow up is suggested to investigate
predictive factor of AKI.

PO-407
Acute kidney injury in pediatric population at tertiary hospital in
Pakistan
S. Hashmi
Sindh Institute of Urology and Transplantation, SIUT Karachi, Pakistan,
Karachi, Pakistan

a. Objectives
To determine, etiology, clinical profile and outcome of pediatric patients pre-
senting with Acute kidney injury.
b. Methods
A descriptive, prospective study was carried out at Pediatric nephrology de-
partment, SIUT, Pakistan fromApril 2014 toMarch 2015.All pediatric patients
attending out-patient clinic or emergency department and diagnosed as AKI
using modified pRIFLE criteria were enrolled. They were followed for 3
months to documents their outcome.
c. Results
116 patients were diagnosed to have AKI. Mean ±SD age at presentation was
7.51±4.4 years, males were predominant 60.3%. Primary renal AKI (74;
63.8%) was found most frequent, followed by post-renal (28; 24.1%) and
pre-renal AKI (11; 9.5% ) cases. In 3 ( 2.6%) patients etiology was unidenti-
fied. Among primary renal diseases post-infectious glomerulonephritis (PIGN)
and crescentic glomerulonephritis were twomost common etiologies observed
and in the post renal category, obstructive urolithiasis was the leading cause.
Sepsis accounted for majority of pre-renal cases. At presentation most of
patients (89;76.7%) were found in pRIFLE failure category. Regarding out-
come, 68 (58.6%) patients recovered and 6 (5.2%) patients died, sepsis was
identified as leading cause of mortality. Three month post AKI diagnosis,18
(15.5%) patients were CKD and 22 (19%) were found dialysis dependant
(ESRD). Features as presence of edema, hypertension, severe anemia, volume
overload, requirement of mechanical ventilation, initiation of dialysis and need
of >5 sessions of dialysis were found to have statistically significant (p value <
0.05) association with unrecovered AKI cases.
d. Conclusions
We found Glomerulonephritis (post-infectious & crescentic) and obstructive
urolithiasis causing major burden of pediatric AKI at a tertiary care pediatric
nephrology center. A fairly high percentage of cases recovered and recovered
group mainly comprised of PIGN and obstructive urolithiasis.

PO-408
Predictive Ability of Urinary Biomarkers for Outcome in Children with
Acute Kidney Injury
O. Mishra(1), A. Rai(1), P. Srivastava(2), K. Pandey(2), A. Abhinay(1), R.
Prasad(1), R. Mishra(1), F. Schaefer(3)
(1) Institute of Medical Sciences, BHU, Varanasi, India; (2) Dept of
Biochemical Engineering, IIT,BHU, Varanasi, India; (3) Division of
Pediatric Nephrology,Heidelberg University Medical centre, Heidelberg,
Germany

a. Objectives
Objective of the study was to find out the predictive ability of urinary neutro-
phil gelatinase–associated lipocalin (NGAL), N-acetyl-beta-D-
glucosaminidase (NAG) and interleukin 18 (IL-18) for mortality as primary
outcome and variation in levels in relation to different stages of AKI, etiolo-
gies, need for dialysis and with duration of hospital stay as secondary outcome
measures in children.
b. Methods
Urinary NGAL, NAG and IL- 18 levels were measured in 50 children with
AKI and 30 age-and gender matched healthy controls. AKI was classified as
per pediatric RIFLE ( Risk, Injury, Failure, Loss and End stage) criteria.
c. Results
Median NGAL, NAG and IL-18 values were significantly increased in AKI
patients as compared to controls (p<0.001); with significantly increased levels
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among risk, injury and failure stages. Non-survivours had significantly higher
median levels of NGAL (p=0.008) and NAG (p=0.018) than survivours, while
median IL-18 level was comparable between the two groups (Fig. 1). NGAL
had highest area under the curve (0.750, CI 0.580 -0.920) followed by NAG
(0.724, CI 0.541- 0.907)with sensitivity and specificity of 75% each and IL-18
(AUC 0.688, CI 0.511- 0.864, sensitivity 62.5%, specificity 70.8%) for pre-
diction of mortality. Levels of NGAL, NAG and IL-18 were comparable
among different etiologies. Their values were significantly higher in patients
who required peritoneal dialysis than in whom it was not indicated. Only
NGAL level was found as a significant risk factor associated with longer
duration of hospital stay.

& Fig. 1. Median levels of urinary NGAL(a), NAG (b) and IL-18(c) be-
tween survivours and non-survivours in children with AKI.

d. Conclusions
Urinary NGAL and NAG had modest predictive ability for mortality.
Children requiring dialysis had significantly raised levels of bio-
markers, and the only NGAL level had significant association with
duration of hospital stay.

PO-409
Bilateral cortical necrosis associated with an invasive group A streptococ-
cal infection
L. Lucarelli(1), L. Alconcher(1), m. laspiur(2), g. de rosa(3)
(1) Hospital Interzonal Dr. Jose Penna, Bahia Blanca, Argentina; (2) Hospital
Italiano Regional del Sur, Bahia Blanca, Argentina; (3) Hospital de Clínicas
Jose de San Martín, Buenos Aires, Argentina

a. Objectives
Cortical necrosis is a rare cause of acute renal injury related to hypoxic/
ischemic insults, more frequently observed in neonates.
Objective: to report a patient with bilateral cortical necrosis associated with an
invasive group A streptococcal infection.
b. Methods
A clinical case is reported.
c. Results
A 5 year-old girl was admitted with 3 days of fever, vomits, headache, lethargy,
weakness and acute right parotiditis. Two days after admission she showed signs of
shock with disseminated intravascular coagulation: hypotension, tachycardia, jaun-
dice, bleeding at puncture sites and acute renal failure. Laboratory showed: BUN
47mg/dl, creatinine 2.3mg/dl, ph 7.25, bicarbonate 18.7meq/l, TGO 886UI, TGP
283UI, platelets 38000/mm3,Hto 19%,Hb 7.1g/dl, bilirrubin 12mg/dl, direct 8mg/
dl, TP 18.9”, KPTT 52", PCR 220mg/dl, ASO 800UI/l. A group A Streptococcus
pyogenes emm1 type was isolated from blood culture confirming the diagnosis of
invasive streptococcal infection. She received 7 days of ventilator assistance, 5 of

inotropic drugs, 19 plasma infusions, 7 red blood cell units, 2 platelet units, several
antibiotics and hemodialysis. Technetium 99m-DTPA scintigraphy on angiography
phase revealed a poor blood flowwith failure to clearly visualize kidneys. After 28
days of anuria, renal biopsy showed thrombi in all glomeruli, arterioles and arterial
with diffuse cortical and tubular necrosis and mild interstitial fibrosis.
Immunofluorescence was negative. Renal function was never recovered.Six
months later, she is still on dialysis, waiting for a kidney transplant.

& Cortical necrosis

& Glomerulus with necrosis and thrombosis

d. Conclusions
Glomerular involvement following group A streptococcal pharyngitis is a
well-recognized condition.Some specific group A streptococcal emm types,
including emm1, 3 and 49, have been associated with invasive infection and
increased severity. This patient evolved to end stage kidney disease due to
bilateral cortical necrosis associatedwith an invasive streptococcal emm 1 type
infection following an acute parotiditis.

PO-410
Prognosis for children with acute kidney injury after cardiac surgery
D. Hirano, A. Ito, A. Yamada, D. Kakegawa, S. Kotake, C. Umeda, H. Ida
Jikei University School of Medicine, Tokyo, Japan

a. Objectives
Despite marked advances in surgical treatment and postoperative care for
congenital heart disease (CHD), 32.8% of patients develop acute kidney

Pediatr Nephrol (2016) 31:1765–1983 1897



disease (AKI) postoperatively. Previously, we identified that young age at time
of surgery (<1 year), surgery with risk adjusted classification of congenital
heart surgery score (RACHS-1) of grade ≥4 and long usage time of cardiopul-
monary bypass (CPB) (≥90minutes) were the independent risk factors for AKI
after surgery for CHD. After 2-year follow-up, we attempt to identify the
mortality rate after cardiac surgery and the contributing factors to the death
in the AKI group.
b. Methods
418 patients (males: 259; females: 159; median age: 5.0 months) who
underwent cardiac surgery for CHD at our hospital from April 2007 through
August 2013 were followed prospectively for 2 years. AKI was defined ac-
cording to pediatric RIFLE (pRIFLE) classifications and required a decrease in
estimated creatinine clearance of ≥25%. The patients with AKI (104 patients)
were divided into the survival group and the fatal group. And we identified the
factors contributing to the death.
c. Results
AKI developed postoperatively in 104 cases. Of 104 patients, 23 cases (22%)
were died during 2 years. The average period from the surgery to death was
170 days. Mortality rate was significantly higher in the AKI group compared
to the non-AKI group. It was found that postoperative AKI contributes to
subsequent mortality. In addition, we tried to identify the independent risk
factors for death among the AKI group. But, no significant differences regard-
ing the demographic factors of gender, age,RACHS-1, usage time of CPB, and
aortic cross-clamp timewere found between patients who had experienced
AKI and those who had not.
d. Conclusions
Patients that survived after recovery from AKI had a higher incidence of
mortality than the patients without AKI. Further studies are needed in order
to clarify the risk factorcontributing to the death among the AKI group after
surgery for CKD.

PO-411
Acute kidney injury after cardiac surgery for congenital heart disease:
incidence, risk factors and outcomes
C. Restrepo De Rovetto(1), G. Silva(1), C.D. Llanos(2), J. Daza(1), C. Muñoz(1), M.
Torres(2), C. Fragoso(1), A. Martinez(1)
(1) Centro Médico Imbanaco, Cali, Colombia; (2) Universidad del Valle, Cali,
Colombia

a. Objectives
To determine incidence, severity and risk factors for acute Kidney Injury
(AKI) after cardiac surgery for congenital heart defect in children; evaluate
mortality according to severity of AKI with Acute Kidney Injury Network
criteria (AKIN) and Risk Adjustment in Congenital Heart Surgery (RACHS
-1) score; and establish influence of AKI on duration of mechanical ventilation
(MV), intensive care unit (ICU) and total hospital stay
b. Methods
We reviewed outcomes of children from newborn to 18 years undergoing
cardiac surgery in a tertiary hospital from 2012 to 2014. Maximum value of
AKIN scale was used to classify AKI. Demographic, clinical, surgical and
post-surgical related data were collected. Patient with previous renal disease
or who died during surgery were excluded. Multivariate logistic regression
analyses were performed to determine risk factors for AKI. Data were ana-
lyzed with STATA 13.0® software.
c. Results
A total of 485 patients were included for analysis and 18.3% (89) developed
AKI. Severity of AKI according to AKIN stage was 1: 24.7%; 2: 29.2%; 3:
46.1%. Risk factors for AKI were younger age, higher RACHS and longer
bypass time (Table 1).
Mortality was 11.8% in patients with no AKI compare to 57.1% in patients
with AKI [OR 6.72; CI95% (2.74-116.46)]. The mortality according to AKIN
criteria was 1: 36%; 2: 46%; 3: 49%. Mortality according to RACHS score
was: 1: 2%; 2:5%; 3: 12 %; 4: 38%; 5 and 6: 100% .
AKI was a risk factor for increasing MV days > 2 [OR: 18.13; CI95% (8.23-
39.98)], UCI stay days >7 [OR 4.45; CI95% (2.09;9.43)] and total hospital
stay days > 7 [OR: 3.16; CI95% (1.28;7.81)].

d. Conclusions
Risk factors for AKI were age, RACHS and bypass time. AKI after cardiac
surgery in children increases mortality and prolonges MV, ICU and total hos-
pital stay.

PO-412
Renal disorders in patients with thrombocytopenia associated to septic
shock.
A. Cannet Tarres(1), M. Soriano Ramos(1),M. Espino-Hernandez(2), J. Vara
Martin(2), L. Diaz Rueda(1), N. Ovelar Zubiaga(1), J.I. Sanchez Diaz(1), S.
Belda Hofheinz(1)
(1) PICU. Hospital Universitario 12 de Octubre, Madrid, Spain; (2) Pediatric
Nephrology. Hospital Universitario 12 de Octubre., Madrid, Spain

a. Objectives
Renal disorders (RD) are common in patients with septic shock (SS). Due to its
association with thrombocytopenia (TP) differential diagnosis with the
Atypical Hemolityc uremic syndrome (aHUS) and thrombocytopenia associ-
ated multiple organ failure (TAMOF) needs to be made. We try to analyze
incidence of RD in patients with SS and TP, suggest a differential diagnosis
and assess the outcome of the renal function.
b. Methods
Descriptive retrospective study of patients diagnosed of SS from 2012 to
2015, defined according to the International Guidelines. Disorders in the
renal function are defined as oligoanuria, sediment abnormalities and de-
terioration of the glomerular filtration rate (GFR). The presence of TP is
analyzed, defining TAMOF as a new episode of TP < 100,000/mm3 in the
recovery of the shock and failure of ≥ 2 organs and HUSa according to the
2015 General Agreement.
c. Results
24 patients with SS met inclusion criteria. They needed vasoactive drugs and
ventilation support. Average age at admission was 30 months. 12/24 had
oligoanuria and 9 needed extra-renal filtration. 19 patients (79,2%) presented
TP <150,000 platelets/mm3 at admission. 3 patients developed a 2nd episode
of TP. 17/19 had a coagulopathy, and 7 were diagnosed of Disseminated
Intravascular Coagulation (DIC). All patients with DIC and those 3 with a
2nd episode of TP had oligoanuria(p<0.05). 3 had Schistocytes, with sediment
abnormalities and oligoanuria, 2 of them with DIC and one with normal hap-
toglobin level. The mortality rate in the Pediatric Intensive Care Unit was
10.5% (2 out of 19). One patient at the end of follow-up had chronic renal
disease 3 DOQI stage.
d. Conclusions
The DIC and 2nd episode of TP were associated to acute renal failure. The
incidence of TAMOF looks like low although with the current biomarkers we
cannot assure. No patients met criteria of aHUS. Prognosis of renal function,
after recovering GFR in the critical situation, is good with low incidence of
chronic renal disease.

PO-413
Expression and role of Kim-1 in kidney tissue of acute ischemia-reperfusion
injured rats
Y-J. Hu, L. Sun, Y-L. Shen, Y-L. Kang, W-Y. Huang
Children's Hospital of Shanghai Jiao Tong University, shanghai, China

a. Objectives
To observe the expression level of Kim-1 in renal tissue of ischemia-
reperfusion rats model of acute kidney injury, and to explore the value in early
diagnosis of acute kidney injury.
b. Methods
Sprague Dawley rats were randomly divided into 2 groups, including control
group (n=64) and AIKI group (n=64).The models of renal ischemia/reperfusion
in rats were set up by clamping bilateral renal pedicle for 45 minutes to induce
kidney ischemia followed by reperfusion in situ.Rats were sacrificed following
reperfusion 2h, 6h, 24h, 48h, 72h, 1week (w), 2w and 4w.The changes of mor-
phology were checked on HE staining sections under light microscope.The
extent of tubulointerstitial injury was determined by Banff classification.The
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distribution and expression of Kim-1 in renal tissue were observed by immuno-
histochemistry and western blotting. Serum samples were taken and serum cre-
atinine measurement was performed at different reperfusion time points.
c. Results
ï¼'1ï¼'The tubulointerstitial injury was obvious at 2h after reperfusionand the
renal tubulointerstitialinjury scores of AIKI group were higher at all time
points than control group ï¼'2ï¼'The expression of Kim-1 was consistent with
the damage of tubulointerstitialï¼'3ï¼'The positive correlation between Kim-1
and the tubulointerstitial injury scores was significantï¼'4ï¼'Serum creatinine
came to the peak at 2 to 48h afterreperfusion, and rapidly decreased at 72h
.Serum creatininehas no correlation with the damage of renal tubulointerstitial.
d. Conclusions
Expression of Kim-1 increased significantly inischemia-reperfusion model of
acute kidney injury, and its expression was consistent with the damage of renal
tubulointerstitial.Compared with serum creatinine, the expression of Kim-1
reflected thedamage of renal tubulointerstitial more accurately.

PO-414
Clinical andprognostic analysis on 59 cases of childrenwith acutekidney injury
Y. Hu, P. Wang, S. Hao, Y. Wu, W. Zhang, G-H. Zhu, W-X. He, W-Y. Huang
Children's Hospital of Shanghai Jiao Tong University, shanghai, China

a. Objectives
To analyze the clinical characteristics of children with acute kidney injury
(AKI) and explore the risk factors of short term outcome for AKI. Method
The clinical data of 59 children with AKI, including the causes, clinical
manifestationsï¼'renal pathological findingsï¼'treatment and short term prog-
nosis, were retrospectively analyzed in the latest 5 years (between January
2010 and December 2014).
b. Methods
The clinical data of 59 children with AKI, including the causes, clinical
manifestationsï¼'renal pathological findingsï¼'treatment and short term prog-
nosis, were retrospectively analyzed in the latest 5 years (between January
2010 and December 2014).
c. Results
(1) The age of onset and AKI stages. 59 children with AKI(48 boys, 11
girls)were enrolled in the study. Median age of AKI children was 6 years,
among whom 13.56% (8 cases) were infants, 30.51% (18 cases)were pre-
school children, 20.34(12 cases)were School-age children and 35.59% (21
cases)were adolescent children. AKI was classified according to the staging
system as followsï¼'23.73% stage 1ï¼'38.98% stage 2 and 38.98% stage
3ï¼'(2) The etiologies of AKI. The common causes of AKI children were
nephrotic syndromeï¼'23 cases, 40.68%ï¼', infectious diseasesï¼'8 cases,
13.56%ï¼'anaphylactic purpura nephritisï¼'8 cases, 13.56%ï¼'and others
(19 cases, 32.20%). (3) Short term outcome. 16 cases recovered, 38 cases
got better, 3 cases showed no effects, 2 patients died, and the mortality of
AKI in our study was 3.39%. Univariate analysis revealed that prognosis
was directly correlated with hematuresis, proteinuria, basic kidney diseases.
d. Conclusions
The etiology of AKI in children is diverse , the prognosis is corrected with
hematuresis , proteinuria, basic kidney diseases. Early detection, early diagno-
sis and active treatment of basic kidney disease will help improve the progno-
sis of children with AKI.

PO-415
The effects of P53 inhibitor pifithrin-α in renal tubular epithelial cell
injury and repair
Y. Shen, L. Sun, Y. Hu, H. Liu, X. Kuang, X. Niu, Y. Kang, W. Huang
Shanghai Children's Hospital, Shanghai Jiao Tong University, Shanghai, China

a. Objectives
Acute kidney injury (AKI) is a critical common clinical disease. Renal tubular
epithelial cell injury and repair plays an important role in the pathological
process of AKI. To clarify the importance and significance of cell cycle change
in renal tubular epithelial cell injury and repair, we used the P53 inhibitor
Pifithrin-α to interfere with the renal tubular epithelial cell cycle.

b. Methods
Sprague-Dawley rats were randomly divided into AIKI group, Sham group,
PIF+AIKI group, and PIF+Shamgroup. The rats of AIKI group and PIF+AIKI
group were were subjected to bilateral renal pedicle clamping for 45
minfollowed by reperfusion.The rats of PIF+AIKI group and PIF+Shamgroup
treated with Pifithrin-α at the time point of 24 h before renal ischemiaand 3
days and 14 days after reperfusion. The cell cycle distribution of renal tubular
epithelial cells was measured by p-H H3 (M phase marker) immunohisto-
chemical method. The NRK-52E cells were cultured in vitro and cell damage
caused by TNF-α, then the cells treated with Pifithrin-α.
c. Results
(1)TheM phase tubular epithelial cells increased significantly at 2 h to 72 h after
ischemia/reperfusion, while P53 inhibitor Pifithrin-α maybe can make the M
phase cell decrease. (2) Renal tubular epithelial damage can be caused by renal
ischemia/reperfusion in rats, and Pifithrin-αcan reduce the damage or speed up
the recovery.(3) The α-SMA mRNA expressionwas up-regulated significantly
after ischemia/reperfusion, while P53 inhibitor Pifithrin-α maybe can make the
expression down-regulated. (4) The G2/M phase percent of NRK-52E cells
treated with different concentration of Pifithrin-α decreased gradually. (5) The
NRK-52E cells were treated with Pifithrin-α, the NGAL, α-SMA and FN
mRNA expression was significantly lower than the cells without treatment.
d. Conclusions
In summary, Pifithrin-αcan promote the renal tubular epithelial cells to through
G2/M phase and affect renal tubular epithelial cell injury and repair process.

PO-416
Acute kidney injury following the use of intravenous aciclovir in children
B. Sandery(1), S. Kennedy(2)
(1) Sydney Children's Hospital, Sydney, Australia; (2) School of Women's and Children's
Health, UNSWMedicine, University of New South Wales, Sydney, Australia

a. Objectives
Intravenous aciclovir is a recognised cause of acute kidney injury (AKI).
Previous research has examined aciclovir-associated AKI in select paediatric
populations. We sought to describe the incidence of aciclovir-associated AKI
in a diverse group of patients in a tertiary paediatric centre and to identify risk
factors for AKI.
b. Methods
In 2015 our hospital introduced an antimicrobial stewardship programme that
included aciclovir. This was a retrospective review of children who received
intravenous aciclovir over a 6-month period. Patients were identified using the
approval database. Patient details were obtained from medical records. GFR
was estimated using serum creatinine and the Schwartz formula. AKI was
defined according to the pRIFLE criteria.
c. Results
Intravenous aciclovir was prescribed to 57 children with a median age of 1.8
years [range: 5days-17.9years]. The most common indications were encepha-
litis and sepsis. Median dose was 19.8mg/kg [95 CI: 12.3-20.0]. Median du-
ration of treatment was 3days [95CI: 2-4]. Five patients did not have creatinine
measured after starting aciclovir. 19 children (33%) developed AKI. Of these,
12 were in the Risk category and 7 in the Injury category. The median time to
AKI was 5 days [95 CI: 2-8]. The only risk factors identified for AKI were
higher cumulative aciclovir dose (median 3600 vs. 1590mg, p = .03) and
increased baseline eGFR (120 vs. 84.5, p = .02). In 12 AKI patients (63%)
the GFR did not return to baseline by time of discharge.
d. Conclusions
AKI associated with aciclovir is common. As AKI was associated with in-
creased GFR, we hypothesise that hyperfiltration may play a role in the path-
ogenesis of AKI. Increased risk of AKI with higher cumulative doses high-
lights the importance of ceasing aciclovir as soon as possible. Prospective
long-term studies are needed to examine the extent of recovery of renal func-
tion post exposure to aciclovir.

PO-417
Acute Kidney (AKI) in University of Port Harcourt Teaching Hospital,
Rivers State, Nigeria
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I. Anochie(1), C. Chukwumerije(2), F. Eke(3)
(1) , Nigeria; (2) Nigeria; (3) Nigeria, ,

a. Objectives
Objective: AKI is responsible for approximately 5-8% of medical admissions
and accounts for 25-30% of patients admitted into critical care units (CCU) in
developed countries. The epidemiology differs in developing countries in
which volume-responsive prerenal mechanisms and infections are common.
b. Methods
We reviewed the case files of children with AKI seen in our hospital over a
15months period from January 2015 to March 2016.
c. Results
There were 28 cases comprising 10 males and 18 females, with a male to
female ratio of 1:1.8. Their ages ranged from 2 months to 16 years with a
mean of 2.13 years. The causes included acute watery diarrhoea 8(30.8%),
HUS 6(21.5%), septicaemia 3 (10.7%), malaria 9(32.1%), and acute glomer-
ulonephritis 2(7.1%).
The serum creatinine ranged from 190 to 575 μmol/L,with a mean serum
creatinine level of 306 ± 224.55μmol/L. Dialysis was done in 9 patients; 2
haemodialysis and 7 peritoneal dialysis. The duration for the peritoneal dialy-
sis ranged from 3 to 7 days. The others were managed conservatively.
Five patients died giving a mortality rate of 17.9%; 2 died while on peritoneal
dialysis and 3 died within a few hours on admission. Fifteen patients (53.6%)
were discharged and are still on follow-up.
d. Conclusions
AKI remains a significant cause of morbidity and mortality, with preventable
conditions such asmalaria and acute water diarrhoea being important causes in
our center.

PO-419
Obstructive acute renal injury in a patient with a diagnosis of bone mar-
row aplasia: Is it renal papillary necrosis?
M. Porporato, E. Isern, M. Rios, D. Masso
Posadas Hospital, Buenos Aires, Argentina

a. Objectives
To report an infrequent cause of obstructive acute renal injury in a patient with
a diagnosis of bone marrow aplasia
b. Methods
Analysis of the clinical case, laboratory and progress of one patient with a
sudden beginning of renal acute injury.
c. Results
6 year-old boy with a diagnosis of bone marrow aplasia, with persistent fever and
anemia. He was treated wich transfusions, antibiotics, ibuprofen and naproxen.
Within a month of his hospital admission, he suffered an acute abdominal pain,
macroscopic hematuria and oliguria; blood and urinary tests showed creatinine 3.8
mg/dL, estimated creatinine clearence (eCrCl) 15 ml/min/1.73, hyponatremia and
normal calciuria. Renal ultrasound demonstrated: full bladder, increase of papillary
echogenicity and bilateral hydroureteronephrosis with hyperechoic image without
acoustic shadowing in the ureterovesical junctions. 48 hours after the beggining of
this complication, the child had a spontaneous diuresis followed by polyuria with
urine output of brown and cylindrical material (histology: acellular calcified amor-
phous material) with normalization of eCrCl . In later ecographies no intraluminal
images were detected with improvement of hydroureteronephrosis. Subsequently
it remained asymptomatic maintaining normal glomerular function until last con-
trol. The finding of hyperechoic images in the calyces with the elimination in urine
of an amorphous calcified material and obstruction of bilateral urinary tract, sug-
gests the probable diagnosis of renal papillary necrosis. Chronic hypoxia resulting
from the underlying disease of the renal medulla combined with high doses of
nonsteroidal anti-inflammatory drugs and antibiotics may be the pathophysiolog-
ical mechanism.
d. Conclusions
Renal papillary necrosis is a rare entity in pediatrics, reported in patients with sickle
cell disease, bone marrow aplasia and those with a chronic use of analgesics.
Therefore, it is essential to be carefulwith the excessive use of drugs that can develop
a kidney complication.

PO-420
Acute Kidney Injury in children following cardiac surgery, risk factors
and its effects on outcomes
G. Aggarwal, A. Mathew, B. Vaidyanathan, R. Balachandran, R. Nair, G. Kurian
Amrita Institute of Medical Sciences, Kochi, India

a. Objectives
To study the incidence of Acute Kidney Injury (AKI) in the immediate post-
operative period following pediatric cardiac surgeries.To study the effect of
AKI on adverse outcomes (death, mechanical ventilation (MV) and length of
hospital stay, length of stay in pediatric intensive care unit (PICU)). To identify
the perioperative risk factors associated with AKI.
b. Methods
This Observational Prospective study was conducted in a tertiary care hospital
in Kerala, India. One hundred and eighty consecutive children who underwent
cardiac surgery and admitted to the PICU were prospectively studied from
December 2013 onwards untill hospital stay. Children (age <18years) under-
going all types of cardiac surgeries were included and those with diagnosed
underlying chronic kidney disease were excluded. Preoperative, intraoperative
and postoperative possible risk factors associated to Cardiac Surgery
Associated –AKI were assessed. The outcomes studied were length of me-
chanical ventilation (MV), length of PICU stay, length of hospital stay and
mortality. Data analysis was done using SPSS 22.0 for Windows.
c. Results
The prevalence of AKI was 32.8% in our study population. Fifty nine
developed AKI according to the pRIFLE criteria. Neonatal age group,
weight ≤ 5 kg, pre operative AKI, a mean arterial pressure on Cardio
Pulmonary Bypass (CPB) ≤40mmHg, use of albumin during CPB,
inotrope requirement for more than 48hours in the post operative
period and post operative albumin use were all associated with high
incidence of AKI on multivariate analysis (p=<0.05). Patients with
AKI had longer duration of MV and longer duration of hospital stay
(p=<0.05). Higher stage of postoperative AKI i.e. pRIFLE F was
found to be significantly associated with prolonged ICU stay when
compared with those who developed AKI pRIFLE R (16.82 ± 27.30
versus 6.92 ± 5.27 days).

& Secondary outcomes of post operative AKI
d. Conclusions
Acute kidney injury is common and its occurrence is associated with adverse
outcomes in children after heart surgery.

PO-421
Peritoneal Dialysis for the treatment of acute kidney injury in neonates
P. Bomfim(1), M. Misga Filho(1), P. Massuda(1), T. Ruani(1), M. Turra(1), R.
Malanche(1), W. Winter(1), L. Sylvestre(2)
(1) Universidade Positivo, Curitiba, Brazil; (2) Hospital Pequeno Principe,
Curitiba, Brazil
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a. Objectives
The aim of our study was to analyze the population of neonates who developed
acute kidney injury (AKI) in our center and were treated by peritoneal
dialysis(PD)
b. Methods
Retrospective analysis of the files of all the children submitted to PD for AKI
in the Neonatal Intensive Care Unit (NICU) of one institution, from January
2002 until December 2012. We evaluated epidemiological and anthropometric
data, cause of AKI, complications and outcomes.
c. Results
21 patients were eligible, 15 (71%) boys and 6 (29%) girls, most of them were
premature, mean gestational age was 34weeks. All of themwere treated by PD
, and in the majority was the only type of renal replacement therapy used.
Sepsis was the predisposing factor in 9 (42%), malformations in 9 (42%) and
prematurity in 3 (16%). The main indications for dialysis initiation were
anuria/hypervolemia in 16 (80%), metabolic acidosis in 7 (33%) and severe
hyperkalemia in 7 (33%). Mean time on dialysis was 7 days. Peritonitis oc-
curred in 6 patients (28%) and mechanical problems such as catheter obstruc-
tion in 4(19%). Sixty-seven percent of the patients died, mainly due to septic
shock. Patients who died had a lower birth weight and were older at initiation
of dialysis; however these were not statistically significant. Comparing Apgar
at 1st and 5th minutes in survivors and deceased, patients with lower Apgar
died more frequently (p = 0,009 considering the 1st minute and p = 0,022
considering the 5th minute).
d. Conclusions
Male sex, sepsis an prematurity are important in the development of AKI in
NICUs worldwide and so was in our unit. PD is the most frequent modality
applied to this population. There is a high rate of complications and deaths, mostly
associated to the severity of the patients admitted to the intensive care unit.

PO-422
Acute kidney injury in children and adolescents in a tertiary referral
Hospital
L. Sylvestre(1), M. Valle(2), C. Pellizzari(3), P. Muchau(3), R. Soares(3), M.
Bueno(3), M. Munhoz Da Cunha(2), D. Giamberardino Filho(2), D.
Giamberardino Filho(2)
(1) Hospital Pequeno Principe and PUC-PR, Curitiba, Brazil; (2) Hospital
Pequeno Principe, Curitiba, Brazil; (3) PUC-PR, Curitiba, Brazil

a. Objectives
To describe clinical and demographic data and outcome of children and ado-
lescents who developed acute kidney injury (AKI) and were submitted to all
forms of renal replacement therapy (RRT) in a tertiary referral Hospital.
b. Methods
Retrospective analysis of the files of all the children and adolescents (from 0 to
17 years and 11 months old) submitted to RRT for AKI in our institution, from
January 2014 to June 2015.We excluded patients with chronic kidney disease,
the ones who died within the first 24 hours of hospitalization and the ones with
missing data.
c. Results
Our cohort included 81 patients, 50 (62%) boys and 31 (38%) girls, 49%were
under 1 year old. Patients were referred from another city in 65% of the cases.
Cause of AKI was predominantly pre-renal and most of them associated to
cardiac surgery. Patients were in one of the 4 intensive care units in our
Hospital in 91% of the cases. In Sixty nine patients began dialysis late mainly
for lack of prompt recognition of AKI. PD was the modality chosen in 53%,
Intermittent hemodialysis in 20% and Continuous venovenous
hemodiafiltration in 6%.In 21% of the cases, patients were submitted to more
than one modality. Sixty three percent of the patients died, 27% associated to
cardiogenic shock and 27% with sepsis/septic shock.
d. Conclusions
PD is still the most used modality of RRT in our center, young
patients submitted to cardiac surgeries represent most cases of AKI.
Mortality rate is high, especially associated to cardiac and infectious
complications. Recognition of AKI and early initiation of RRT need
to be improved.

PO-423
International Pediatric Dialysis Modality Survey
S.K. Sethi(1), R. Raina(2), A. Deep(3), D. Askenazi(4), M.S. Ascha(5), T.
Bunchman(6)
(1) Medanta, The Medicity, Gurgaon, India; (2) Akron Children's Hospital,
Cleveland, United States; (3) King's College, London, United Kingdom; (4)

University of Alabama, Birmingham, United States; (5) Case Western
Reserve University, Cleveland, United States; (6) Children's Hospital of
Richmond, Richmond, United States

a. Objectives
In order to gain a clearer insight into country dependent management of pediatric
AKI, we conducted an International Pediatric Dialysis Modality Survey in 2015.
b. Methods
A team of pediatric nephrologists and intensivists from Asia, Europe, and the
United States thoughtfully drafted a 30-question survey that, in October 2014,
was sent to the pedneph Listserv, the pcrrt Listserv and via personal email to
nephrologists in Asia. Questions related to RRT availability, infrastructure,
RRT practice patterns, and other factors influencing modality choices.
c. Results
From a total of 205 responses (30% response rate), 60 came from U.S. centers
and 30 from centers in India, Pakistan, Africa, and Nepal. Of the 30 responses
from the developing world, 10 came from adult nephrologists in India, Nepal
and Pakistan. Fifty five percent of centers in India, Pakistan and Nepal had a
trained pediatric nephrologist, compared to 100% in the developed world. PD
was available in all centers; HD in 85%; CRRT in 60% and sustained low
efficiency dialysis (SLED) in 20%.
Two-thirds of pediatric nephrologists in the developing world report using PD
as a first-line RRT for children (<12 years), while 99% of providers in the
developed world use extracorporeal dialysis modalities. Only four developing
world centers had a dedicated pediatric hemodialysis unit, pediatric sized
tubing, and dedicated trained staff.
Peritoneal dialysis in infants in the developed world was achieved via a per-
cutaneous soft catheter, while 25 of 30 centers in the developed world use
acute rigid peritoneal dialysis catheters. Only 4 developing world centers use
soft, tenckhoff peritoneal dialysis catheter.
d. Conclusions
Collaboration amongst medical experts and health authorities must occur in
order to implement a feasible plan of action to improve the disparity of renal
care in children in the world.

PO-424
Activation of Tim-3/Gal-9 pathway promotes the proliferation of Foxp3+
Treg in mice with renal ischemia reperfusion injury
T. Yuhong, W. Yamei
West China Second University hospital, Sichuan University, chengdu, China

a. Objectives
To study whether activation of Tim-3/Gal-9 pathway promotes the prolifera-
tion of Foxp3+ Treg in mice with renal ischemia reperfusion injury(IRI).
b. Methods
The left renal pedicle was clamped in C57BL6male mice for 45 min, followed
by reperfusion. Animals were sacrificed at baseline, day 1,3,10, 21 after renal
IRI. Expression of renal Gal-9 were detected by real-time RT-PCR, immuno-
histochemistry staining and Western blot. Tim-3 in kidney mononuclear cells
(KMNCs) were determined using real-time RT-PCR and flow cytometry. The
percentage of Foxp3+ Treg in KMNCs and renal Foxp3mRNA in kidney were
measured with flow cytometry and real-time RT-PCR.To researchthe influence
of Tim-3/Gal-9 pathway to the proliferation of Foxp3+Treg and the protection
effect of renal IRI, recombinant adeno-associated virus(rAAV)carryingGal-9
was injected to mice two days before kidney IRI surgery in order to over-
express Gal-9 and activate Tim-3/Gal-9 pathway. The percentage of Foxp3+

Tregs, Foxp3 mRNA , cytokines in kidney were evaluated at day 3,10 and 21.
c. Results
The expression of Gal-9 and Tim-3 in the injured kidney at day3,10 and 21
increased significantly compared with injured kidney at day 1 and baseline
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(P<0. 05). The percentage of Foxp3+ Treg in CD4+T cells and Foxp3 mRNA
was up-regulated with time. The mRNA expression of Gal-9 and Tim-3 was
positively correlated with the percentage of Foxp3+ Tregs and Foxp3 mRNA
at day 3,10 and 21. Mice treated with RAAV carrying Gal-9 were significantly
protected from renal IRI. Overexpression of Gal-9 decreased the level of
inflammatory cytokines (TNF-α and IFN-γ) and increased the levels of IL-
10 and TGF-βin injured kidney. Furthermore, the proportion of Foxp3+Treg
cells and the level of Foxp3mRNA in injured kidney were significantly higher
than those in uninjured kidney and adenovirus group.
d. Conclusions
Tim-3/Gal-9 pathway involves the proliferation of Foxp3+ Treg in mice with
renal IRI. Gal-9 may become a potential novel immunotherapeutic target in
renal IRI.

PO-425
Epidemiology of Acute kidney injury in children
W. Keenswijk, A. Raes, J. Vande Walle
Ghent University Hospital, Ghent, Belgium

a. Objectives
To assess the burden of mortality and morbidity of Acute kidney (AKI) in
children we performed an epidemiological study aimed at
1. Analyzing the incidence, male/female ratio, etiology, age and stage of AKI
at presentation.
2. Assessing outcome of children with AKI measured by mortality, duration of
PICU(Pediatric Intensive care Unit) stay and development of Chronic kidney
disease(CKD).
b. Methods
Electronic patient files were searched between 1 January 2008 and 1 January
2015 for patients presenting with or developing AKI at the Ghent University
Hospital, a tertiary referral center in Belgium. Patients between the ages of 1
month and 18 years were included. AKI was classified with the pediatric Rifle
criteria while the cause of AKI was defined as the major underlying disease.
c. Results
Of the 28295 children admitted to the Ghent University Hospital between
January 2008 and January 2015, 167 episodes of AKI were identified, equal-
ing 5,9 cases per 1000 children.
Diarrhea associated Hemolytic uremic syndrome (D+HUS) was the most fre-
quent cause (20,3 %) peaking during the summer months, followed by cardiac
surgery ( 13,7%), medication related nephrotoxicity(13,2%) and glomerulone-
phritis (12%).
D+HUS was responsible for 28,2% of AKI-associated stay in the PICU while
32,3% of these children developed CKD.
The median age of children admitted with AKI was 6,1(range 0,1-17) years
and 50,8% of cases were male. Twenty five (15%) children died while 27
(16%) developed CKD.
Peritoneal dialysis (PD) was the preferred modality of dialysis therapy in AKI
equaling 70,9% of dialysis treatment.
d. Conclusions
D+HUS is the most frequent cause of AKI in children peaking during the
summer months and is associated with significant PICU stay. Mortality and
morbidity in children with AKI remain high emphasizing the need for strate-
gies enabling prevention, early detection and adequate treatment.

PO-426
Differential proteomic study on kidney from the rats of acute kidney
injury induced by sepsis
Y. Song, Z. Yi, X. Dang, X. Wu
Second Xiangya Hospital of Central South University, Changsha, China

a. Objectives
This study was designed to establish a model of rats of septic acute kidney
injury. To obtain the profiles of two-dimensional-fluorescence differential gel
electrophoresis, observe differences in protein expression over
timeï¼'determine the differences of protein expression in the kidneys from
the rats in early stage of sepsis.

b. Methods
In a model of rats in which LPS was injected intraperitoneally. Using the
technique of two-dimensional-fluorescence differential gel electrophore-
sis, to return the renal tissue samples. DeCyder V6.0 software analyse
electrophoretic pattern.Mass spectrometer was used to analyze different
spots, get a sample of peptide mass fingerprinting. Used Biotools software
to identify the sample as MASCOT (Matrix Science, London, UK) for the
search engine. The credible proteins were analyzed by Wolf PSORT da-
tabases and String database.
c. Results
Compared with the control group there were four different protein
spots in the 6-hour endotoxin group, 72 different protein spots in
the 24-hour endotoxin group .There were77 different protein spots in
the 24-hour endotoxin group compared with the 6-hour endotoxin
group. The Average Ratio of these different protein spots were more
than 2 times. And 41 different protein spots decreased persistently, 31
ongoing increased, 5 ascend firstly descend later, 2 were on the
contrary.
79 differential protein spots were identified, of which 30 species were credible:
One kind of extracellular secreted protein, two kinds of endoplasmic reticulum
protein, 10 kinds of mitochondrial protein, two kinds of cytoskeletal protein,
five kinds of cytoplasmic protein.
d. Conclusions
A variety of proteins express differently on kidney from the rats of acute
kidney injury induced by sepsis.GRP78 and GRP94 were modified differently
and changed differently.Ndufs1, Sdha, Hspd1, Gatm, Lactb2, Ogdh, Immt and
Aldh9a1 decreased continuously, Actb increased. Actg1 was modified differ-
ently and changed differently.

PO-427
ARI incidence in postoperative congenital heart disease
E.M. Oliveira, .A.C.P.D. Cillo, L.V.G. Mendoza, A.C.M. Frascolla, D.A.P.
Massa, A.R.A. Rosa, .F. Antonialli
PUC Campinas, Campinas, Brazil

a. Objectives
Assessingthe incidence of acute renal failure (ARF) in patients under-
going cardiac surgery, analyzing variants: cardiopulmonary bypass
time, clamp time and type of cardiac malformation (TMC) in the
development of ARF.
b. Methods
A retrospective study of patients undergoing surgical repair of cardiac malfor-
mation, which analyzed the evolution of renal function postoperatively in these
patients, between May 2010/2011 and January / 2013 to December / 2014.
Considering IRA in patients with acute renal dysfunction of any etiology, with
elevated levels of serum creatinine higher than 30% of baseline levels of child,
decreased urine output (DU) in the absence of apparent hypovolemia.
Excluding prior renal disease and insufficient data. Data collected by standard-
ized form: patient identification, tmc, time and type of surgery, cardiopulmo-
nary bypass time, surgical ischemia time, DU and serum pre / postoperative
creatinine.
c. Results
Of 268 patients, excluding 29 (10.82%). Of the 226 patients included, 114
(50.45%) female and 112 (49.55%) male, aged between 10 days old to 12
years; 153 with normal renal function and 73 (32.30%) developed ARF; the
underlying disease: 11 (15.96%) Transposition of the great vessels, 12
(16.43%) Tetralogy of Fallot, 14 (19.17%)VSD, 6 (8.21%) atrial septal defect,
4 ( 5.47%) patent ductus arteriosus, 9 (12.32%) of atrioventricular septal de-
fect, 2 (4.10%) Aortic coarctation and 15 (20.54%) other heart diseases. As for
ischemia time (clamping) of surgical patients with ARF 73: 19 (26.02%) did
not perform communication, 17 (23.28%) impingement <90min and 37
(50.68%)> 90min.
d. Conclusions
ARF is a frequent pathology in pediatric cardiac surgery (32.30%), being
associated with the underlying pathology. Regarding the time of ischemia,
we found a higher incidence of ARF higher clamping time.
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PO-428
Classification of cardiac heart defects, AKI and risk of death in pediatric
post-cardiac surgery
M. Tavares(1), F. Vale(1), M.G.M.G. Penido(1), A.P.R. Santos(2), J.P.M.
Alves(2), U. Teixeira(2), S.P. Martins(1), W.D.A. Pereira(1)
(1) Santa Casa de Belo Horizonte, Belo Horizonte, Brazil; (2) Universidade
Federal de Minas Gerais, Belo Horizonte, Brazil

a. Objectives
This study analyzed the cardiac defects after the pathophysiological classifi-
cation of the cardiac heart defects (CHD) as described by Thiene and Frescura1

and the association with mortality, as well as creatinine values at admission
and after discharge from PICU. The CHD classification included class 1 (in-
creased pulmonary flow), 2 (decreased pulmonary flow), 3 (obstruction to
blood progression and no septal defects), 4 (severe and incompatible with
postnatal blood circulation) and 5 (silent until adult age).
b. Methods
The presented study analyzed the retrospective cohort of 112 children submit-
ted to cardiac surgery at a tertiary hospital. The following parameters were
evaluated: gender, weight, heart defect and classification, ECC and ACT.
Results were represented as median and 1st and 3rd quartiles.
c. Results
One hundred and twelve children were evaluated consecutively during 2015. The
median age was 12.1 months (5-36.5), 59 females (52.6%), median weight 8.1 kg
(4.8-15.8). The most frequent surgeries were for correction of atrial and/or ventric-
ular septal defects (33.92% ), complete AV septal defect (16.96%) and tetralogy of
Fallot (14.28%).Median time of extracorporeal circulationwas 61min (48-79min)
and clamping time 36 min (26-51 min). The median length of stay (LOS) was 5
days (3-11); One patient was excluded due to fatal outcome during surgery. In 6
cases there was no aortic clamping. Mortality rate was variable according to CHD
group: overall (8.03%), neonatal (30%), class 1 (4.28%), II (12.5%), 3 (33.3%), 4
(12.5%) and 5 (0%). Creatinine at discharge was higher than at admission in no
patients discharged, but higher in all who died.
d. Conclusions
The classification of CHD was useful in defining those patients with a higher
chance of death a posteriori and those with a higher risk of AKI after cardiac
surgery. Surgery in neonates was associatedwith a higher mortality rate than in
older patients. More studies are necessary to define a priorimodels of AKI and
prediction of death.

19 - AKI: Renal replacement therapy, extracorporeal therapies

PO-429
Epidemiological profile and outcomes of 91 children with peritoneal dial-
ysis for AKI in Ghana
S. Antwi(1), A. Sarfo(2), A. Amoah(2), A. Appia(2), E. Obeng(2), P. Osei(2)
(1) School of Medical Sciences, Kwame Nkrumah University of Science and
Technology/Komfo Anokye Teaching Hospital, Kumasi, Ghana; (2) Komfo
Anokye Teaching Hospital, Kumasi, Ghana

a. Objectives
Though not extensively used in developed countries, peritoneal dialysis (PD)
can be life-saving intervention in resource-constraint countries.
This study was undertaken to determine the epidemiological profile, AKI
aetiology and treatment outcomes of children who underwent PD for AKI
from 2012-2015 in a teaching hospital in Ghana.
b. Methods
A retrospective cross sectional data analysis of children who underwent PD for
suspected AKI from 2012-2015. PD was performed using manual exchanges.
PD catheters were placed by the nephrologist mostly at the bedside.
c. Results
91 children aged 5 days-13 years (median 60.0 months) underwent PD over
the period. 60.4% were females. Mean body weight was 18.8kg (range 2-50).
Average duration of PD treatment was 8.5 days. Average cost of PD treatment
per patient was GHC931.6 (~USD 251.7).

Averaged pre-dialysis serum creatinine was 931.64 μmol/l.
Haemoglobinuria (14), Sepsis ±shock (10), HUS (9), and Burkitt lympho-
ma of the kidneys (8) were the commonest causes of AKI. Less common
causes were Diabetic ketoacidosis, Acute Anaphylaxis, Tubulointerstitial
nephritis, Birth asphyxia, Oedematous malnutrition and Tenofovir in-
duced AKI (1 each).
69 (75.8%) patients had no PD complications, 13 (14.3%) had peritonitis and 4
(4.4%) each had catheter blockade and bloody effluent. In 1 patient, the cath-
eter fell off.
66 (72.5%) patients survived the acute phase of the PD, 25 (27.5%) died in
hospital. Of the 66 that survived, 43 (65.2%) recovered renal function fully, 8
(12.1%) recovered renal function partially and remained CKD whilst 15
(22.7%) were undiagnosed ESRF.
d. Conclusions
PD is a very viable RRT modality for Africa. It should thus be promoted at all
centers in line with ISN 0by25 project. Late presentation accounted for most of
the 27.5% deaths. Education on early recognition should be promoted at all
levels of health care.

PO-430
Successful treatment of purpura fulminans due to meningococcemia with
a combination of PMX-DHP and high-flow CHD
K. Sakuraya(1), S. Fujinaga(1), A. Yamada(1), Y. Ohtomo(2), T. Shimizu(2)
(1) Saitama Children`s Medical Center, Saitama, Japan; (2) Juntendo
University School of Medicine, Tokyo, Japan

a. Objectives
Purpura fulminans (PF) is a rare in Japan but life-threatening disorder charac-
terized by acute onset of progressive cutaneous hemorrhage and necrosis. PF
due to meningococcemia rapidly progress to multi-organ failure and causes
poor outcome, such as amputations and high mortality.
b. Methods
A 6-month-old previously healthygirl presented with a 15 hours his-
tory of fever, malaise, and rashes. She was critically ill with tachy-
cardia (heart rates 220 min), hypotension (systemic blood pressure 70
mmHg), and purpuric rush covering the extremities along with black
discoloration of fingers. She was immediately intubated and treated
with intravenous fluids, antibiotics (ceftriaxone and ampicillin), intra-
venous immunoglobulins, blood transfusion, and inotropic support.
She required high respiratory conditions and her shock vital, tachy-
cardia and hypotension, couldn’t improve with these treatment, direct
hemoperfusion with polymixin B-immobilized fiber (PMX-DHP) and
high-flow continuous hemodialysis (CHD) was performed to eliminate
endotoxins from bloodstream. One hour after PMX-DHP tachycardia
and hypotension was significantly improved and could stop catechol-
amine support 20 hours after PMX-DHP. PMX-DHP was performed
twice for 8 hours session and blood endotoxin concentration normal-
ized from 701.1pg/ml after second session. CHD was continued until
day 4 and she became stable on day 8. Though blood cultures were
negative, Neisseria meningitides have been identified in the Multiplex
PCR, she was diagnosed with PF due to meningococcal. Her skin
lesion also improved and avoided extremities amputation. She was
discharged with no sequelae.
c. Results
PMX-DHP combine with CHD improved hemodynamic parameters and res-
cued the patient with no sequelae.
d. Conclusions
To the best of our knowledge, this is the first case of infantile PF successfully
treated with PMX-DHP. Our case report suggests that early initiation of PMX-
DHP combine with CHD may benefit child with septic shock due to PF.

PO-431
Impact of Dialysis Modality on the Outcome of Children with Acute
Kidney Injury- A Single Centre Experience
A. Vasudevan, A. Lalitha, A. Ballal, M. Garg
St. John's Medical College Hospital, Bengaluru, India
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a. Objectives
Renal replacement therapy (RRT) is one of the important supportive measures
used in the management of AKI. The aim of our study is to evaluate the effect
of dialysis modality on the short-term outcome of children with AKI.
b. Methods
Eighty four children who underwent renal replacement therapy (RRT) in last
two and half years were retrospectively reviewed. The clinical and dialysis
data was collected from charts. HD, SLED and CRRTwere clubbed together
as Extracorporeal Therapy (ECT). Variables associated withmortality (P < 0.1)
at the univariable level were studied by a multivariable logistic regression
model.
c. Results
The mean age of children was 60.77 months. Inotropes and ventilator support
were required in 68 and 72 patients respectively who were diaysed. The most
common cause of AKI was sepsis. RRTmodalities included peritoneal dialysis
(PD) (n= 52), hemodialysis (HD) (n=13), others like SLED and CRRT (n=3)
and combined PD and other modalities (n=17). RRTwas initiated on average
day 2.6 (range 1-22 days) of PICU admission with median duration of 3 days
(range 0-23 days). Themean age for initiated PD, ECTand combined was 38.6
+/ -51.34, 96.71 + 57.69 and 90.06 +55.29 months respectively. Inotropic and
ventilator requirement in the three groups was: PD (66.2% and 62.9%), ECT
(14.7 and 15.7%) and combined (19.1 and 21.4%). The mean PRISM III
scores in the three groups were 11.49, 7.47 and 12.27. Overall mortality was
63.9%. The mortality in PD, ECT and combined group was 72%, 41.2%,
62.5% respectively (p =…). At the end of ICU stay, 2 patients recovered
completely while 47 become dialysis dependent (PD=29, HD=18) and 35
patients had sequelae (PD=19, HD=16)
d. Conclusions
Younger children with low weight received PD as preferential mode of dialy-
sis. PD was initiated in children who were critically ill with inotropic and
ventilatory support. Hemodialysis was associated with the best survival rate,
while children treated with Peritoneal Dialysis had the worse outcome.

PO-432
Surgical thrombectomy of central venous catheter related thrombus in
the right atrium in a girl treated with plasmapheresis
N. Battelino(1), M. Weiss(2), R. Ponikvar(3), G. Novljan(1)
(1) Department of Pediatric Nephrology, University Medical Centre,
LJUBLJANA, Slovenia; (2) Department of cardiovascular surgery, University
Medical Centre, LJUBLJANA, Slovenia; (3) Department of Nephrology,
University Medical Centre, LJUBLJANA, Slovenia

a. Objectives
Catheter-related right atrial thrombosis (CRAT) is a rare but potentially life-
threatening complication in hemodialysis patients. The optimal treatment is
controversial, and includes anticoagulation, thrombolysis, and surgical
thrombectomy. We report a case of CRAT in a girl, who required plasmaphe-
resis treatment.
b. Methods
Case report: A 14-year-old girl with kidney failure due to focal segmental
glomerulosclerosis (FSGS) was initially treated with hemodialysis (HD). Two
single-lumen uncuffed dialysis catheters (CVC), placed through the right internal
jugular vein into the right atrium, were used exclusively for vascular access.
After 7 months of HD, she received a deceased donor renal graft. Immediately
after transplantation FSGS recurred, and plasmapheresis was initiated, with both
initial CVCs still in place. Six months after transplantation, and after 13 months
of catheter use, echocardiographywas performed due to severe hypertension and
bradycardia after plasmapheresis, revealing a large atrial thrombus (3x4 cm)
attached to the lateroinferior atrial wall, and entrapping one of the two CVCs.
Since anticoagulation treatment failed, surgical thrombectomy including the
removal of both CVCs had to be performed. Histology was compatible with
an organized thrombus without malignancy features.
c. Results
Discussion:Mechanical irritation of the atrial wall by the catheter tip and vortical
blood flow might be responsible for thrombus formation, especially when
predisposed by the underlying disease. Placing the catheter tip in the cavo-

atrial junction can reduce thrombosis rate. An arteriovenous fistula is usually
preferred, but could not be created in our patient. Catheter removal caused a
discontinuation of plasmapheresis, placing our patient at risk of graft loss.
d. Conclusions
Conclusion: CRAT is a potentially fatal complication in hemodialysis/
plasmapheresis patients. Catheter positioning is important, and promotion of
echocardiography monitoring should be considered.

PO-433
The Timing of Renal Replacement Therapy in Children Patients with
Septic Acute Kidney Injure
L. Dong, P. Yu, X. Sun, X. Chen, Y. Tao, Z. Wang
West China Second University Hospital,Sichuan University, Chengdu, China

a. Objectives
The timing of initiation renal replacement therapy (RRT) in Septic acute kid-
ney injury (AKI) patients, especially children, remains controversial. This
objective of this study is to analyze the impact of early or late initiation of
RRT, as defined using the KDIGO criteria, Acute Physiology and Chronic
Health Evaluation (APARCHEâ'¡), and the number of damaged organs, on
in-hospital mortality among septic AKI children.
b. Methods
We conducted a single-center, retrospective study, and analyze 48 children
patients with septic AKI requiring RRT in ICU between January 2010 and
December 2013. The children were divided into stage 1, stage 2 and stage 3
initiation of RRT by KDIGO criteria. We also analyze the relationship of the
initiation of RRT and APARCHEâ'¡, number of damaged organs respectively.
c. Results
Our analysis included 48 children patients. Among the 48 patients, 14 (29.2%)
underwent stage 1, 12(25.0%)were part of stage 2, and 22(45.8%)were from stage
3. 16(33.3%) died during hospitalization. Themortality rate in stage 1, 2 and 3RRT
groups were 14.3%, 33.3% and 41.2% respectively (p<0.05). The mortality rate of
stage 1 was significantly lower than the other two groups. It is significant that the
death rate of more than 10 scores is 39.5%, and the other is 10% according to the
APARCHEâ'¡score. When stratified by the number of damaged organs, the mor-
tality rate of more than 3 organs (34.9%) was obviously higher than less organs
damaged (20%). At the same time, the multivariate regression model showed that
AKI stage of RRT initiation was associated with the mortality.
d. Conclusions
Our study confirms that RRT initiation in critically ill children patients with
septic AKI is a complex process. Early initiation of RRT is associated with the
good outcomes in the critically ill children patients with septic AKI.

PO-434
Factors for Predicting the Success of CRRT Discontinuation
A. Mansuri, V. Modem, R. Quigley
UT Southwestern Medical Centre, Dallas, United States

a. Objectives
Continuous Renal Replacement Therapy (CRRT) has become standard treat-
ment for many critically ill patients that have Acute Kidney Injury (AKI).
Determining the optimal time to discontinue CRRTcan be a difficult decision.
There are limited studies in adults addressing these factors and almost no
known data in pediatrics.The aim of this study is to examine factors that could
be predictive for successful discontinuation of CRRT.
b. Methods
This is a retrospective descriptive study. Patients that were treated with CRRT at
Children’s Medical Center from 2010 to 2015 were included. Patients were in the
“Success” group (S) if theywere free fromCRRTat 7 days after the discontinuation
of CRRT. Otherwise they were included as “Reinitiation” CRRT group (R).
c. Results
77 patients on CRRT at Children’s Medical Center of Dallas between 2010 and
2015 that were studied. 41 patients were in the Success group and 36 in the
Reinitiation group. Urine output (UOP) at discontinuation of CRRTwas the most
important predictor of successful discontinuation of CRRT (Mean UO, S= 2.4 ml/
kg/hr vs R=0.78 ml/kg/hr., P<0.001,with diuretics P=0.002, without diuretics
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P<0.001). UOP at initiation of CRRTwas also significant between the two groups
(Mean UO, S= 1.6 ml/kg/hr vs R=0.96ml/kg/hr, P=0.04).There was no significant
difference in fluid overload (28%S vs 19%R, P=0.22), Creatinine clearance (70 S,
53 R, P=0.16) or time to CRRT initiation (S 2 days, R 4 days, P=0.12) at CRRT
discontinuation between the two groups.ReinitiationCRRT group had a significant-
ly higher mortality compare to success group (R 53%, S 15%, P<0.001).
d. Conclusions
The group that was able to be successfully discontinued form CRRT had a
higher urine output. The Success group also had a higher urine output at the
time of initiation of CRRT. Thus, the patient’s urine output is likely the most
significant factor in determining the time to discontinue CRRT.

PO-435
Plasmapheresis in pediatric renal diseases
P. Bonany(1), O. Canle(2), L.M. Rivera Parra(3), D. Diaz(4), .G. Ceballos(3), G.
Gongora(4), G. Vallejo(3)
(1) Hospital de Niños R. Gutierrez, Scio. Nefrologia, BUENOS AIRES,
Argentina; (2) Hospital de Niños R. Gutierrez,Scio. Hemoterapia., Buenos
Aires, Argentina; (3) Hospital de Niños R. Gutierrez, Scio. Nefrologia,
Buenos Aires, Argentina; (4) Hospital de Niños R. Gutierrez, Scio.
Hemoterapia., Buenos Aires, Argentina

a. Objectives
Describe the experience of 8 years of treatment with plasmapheresis in patients
with kidney disease in a pediatric hospital.
b. Methods
Themedical records of 11 patients requiring plasmapheresis from June 2007 to
June 2015 were reviewed.
The following data were recorded: age, sex, diagnosis; indication, number of
sessions, removed volume and complications of plasmapheresis; urea, creati-
nine and renal replacement therapy pre and post treatment.
c. Results
11 patients were analyzed: 9 women and 2 men. The average age was 11.81
years (range 10-15 years).
The diagnoses were found: 6 (54.54%) patients with ANCA P + glomerulo-
nephritis, 2 (28.18%) with lupus, 1with aHUS, 1 with MPGN I and another
with MPGN II.
Plasmapheresis indications were pulmonary-renal syndrome in 7 cases
(63.63%),RPGN 2 (28.18%), aHUS 1 and 1 neurological lupus.
At the beginning of plasmapheresis 9 (81.81%) patients required RRT. The
average urea value was 209.45mg/dl (range24-428mg/dl), and creatinine 6.76
mg/dl (range1.02-13.5mg/dl).
After apheresis therapy 4 patients (36.36%) remained on hemodialysis and one had
died. The average value of urea was 169 mg/dl (range41-247mg/dl) and creatinine
3.95 mg/dl (range0,62-8,94mg/dl). All resolved pulmonary bleeding.
6.63 sessions per patient (range1-10) were applied on average, and patient
received 1 volume plasma replacement per session.
The reported complications were bleeding in 2 cases, 2 catheter dysfunction
and hypotension in 2.
d. Conclusions
Plasmapheresis is a procedure that we apply it more frequently in adolescent
women, who had pulmonary-renal syndrome because of ANCAP + vasculitis;
with few complications.
Therapeutic plasma exchange and the immunosuppressivemedication allowed
us to rescue the renal function in 50% of patients with AKI and solved pul-
monary hemorrhage in 85.71% of cases.

PO-436
Continuous Veno-Venous Hemodiafiltration in Infants: One Center
Experience
B. Avci, K. Gulleroglu, A. Kantar, A. Ecevit, E. Baskin
Baskent University, Ankara, Turkey

a. Objectives
Peritoneal dialysis is the first choice in infants, although it is not always possible to
use this treatment modality. Continuous veno-venous hemodiafiltration is

increasingly used to treat acute renal failure. Continuous veno-venous
hemodiafiltration is a technically difficult dialysis modality in infants. We present
our patients under 6 months old, who treated with continuous veno-venous
hemodiafiltration.
b. Methods
.
c. Results
12 patients (F/M: 4/8) under 6 months old who treated with continuous veno-
venous hemodiafiltration between August 2013 and August 2014 in our insti-
tution enrolled to the study.Ages of the patients were between 3days and 5.5
months.Median weight of the patients was 4.2 kg (min: 1.9 kg- max: 5.5 kg).
The causes of dialysis requirement were sepsis and multiple organ failure in 5
patients, polycystic renal disease in 4 patients, mapple syrup disease in 2
patients and bilateral renal agenesis in 1 patient. Peritoneal dialysis switched
to continuous veno-venous hemodiafiltration because of the inadequate dialy-
sis. During continuous veno-venous hemodiafiltration any technique related
complication observed. Full renal function recovery was obtained in 5 patients.
2 patients were dischargedwith peritoneal dialysis. 5 patients died as a result of
severe bacterial sepsis, chirurgical complications and multiple organ failure.
d. Conclusions
Continuous veno-venous hemodiafiltration is an alternative and effective dial-
ysis modality which can be used safely in infants where peritoneal dialysis
cannot be used or inadequate.

PO-437
The effects of Tie2 agonist SH1 in folic acid induced acute kidney injury
H. Tang, X. Li, Q. Xu, Y. Zhu, Y. Shen
Children's hospital affiliated to Soochow University, suzhou, China

a. Objectives
In this study we tested the effects of the novel Tie2 agonist SH1 in a murine
model of folic acid induced acute kidney injury(FA-AKI).
b. Methods
Part I Male CD-1 mice were injected with an intraperitoneal dose of 250mg/kg FA
dissolved in NaHCO3.Control animals received the same volume of
NaHCO3.At6,12,18,24h,2d,3d,7d after the treatment,serum samples were collect-
ed to measure the serum creatinine and blood urea nitrogen(BUN) .Part
II:According to result of Part I,18h was chosen to be the best time point to capture
the acute phase of FA-AKI .Two hours before FA administration,SH1 and rat IgG1
(1mg/mouse ) was respectively injected via caudal vein.Themice were euthanized
at 18h,the blood was collected for the test of renal function ,IL-6,TNF-α,IL-
10,sVCAM-1. One kidney was fixed in 10% formalin for histological analysis,
the other one was stored in -80°C for Western Blot test of Tie2,pTie2,PAI-1.
c. Results
Part I The serum BUN levels increased to 5 folds by 18 h and decreased to the
baseline till 7d. Likewise,the level of serum creatinine were found to be ele-
vated to about 3 folds within 18 h and smoothly decreased to the baseline till
7d,suggesting a severe FA induced nephrotoxicity.Part II:The level of pTie/Tie
protein was significantly increased after the SH1 treatment.The level of serum
creatinine and BUN in SH1+FA group was lower than that of FA
group(p<0.05).At the same time,the level of serum TNF-α,IL-10,sVCAM-1
in SH1+FA group was lower than that of FA group(p<0.05),while the differ-
ence of IL-6 had no statistical significance.The condition of tubular injury in
SH1+FA group was better than that of FA and IgG+FA groups,and the inter-
stitial fibrosis was not observed in all groups.The level of PAI-1protein be-
tween 4 groups had no significant difference.
d. Conclusions
(1)SH1 can activate Tie2 signaling in FA-AKI,(2)SH1 can ameliorate the renal
injury and reduce the release of inflammatory cytokines,(3)SH1 can not acti-
vate PAI-1 expression in acute phase of FA-AKI.

PO-438
Extended daily dialysis (EDD) for critically ill children requiring renal
replacement therapy.
C.A. Raddavero(1), R.D. Orqueda(2), J.P. blazquez(1), V. Ferraris(1), S.
Franco(1), L.F.R. Ghezzi(1), C.A. Perez(2), P.A. Coccia(1)
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(1) Servicio de Nefrología Pediátrica, Hospital Italiano de Buenos Aires,
Buenos Aires, Argentina; (2) Unidad de Cuidados Intensivos Pediátricos,
Hospital Italiano de Buenos Aires, Buenos Aires, Argentina

a. Objectives
Continuous renal replacement therapy (CRRT) has several disadvantages, in-
cluding intensive nursing requirements, continuous anticoagulation, patient
immobility and expense. EDD has been suggested as an alternative treatment
for critically ill patients with acute kidney injury (AKI).
b. Methods
Retrospective single center study analyzing all patients admitted to Pediatric
Intensive Care Unit (PICU) requiring EDD from January 2013 to December 2015.
Primary outcome was patient survival at 28 days after initiation of treatment.
c. Results
217 EDD treatments were performed in 22 critically ill patients(18 girls), mean
age of 9 years old (0.7-17). Pediatric Index Mortality (PIM-II) was calculated
at admission to PICU: mean 7.3 (0.9-35)
An average of 10 sessions per patient (1-81 sessions) were performed with
Genius dialysis system, with mean blood flow 6 ml/kg/min (2.5-10) and mean
dialysate flow 150 ml/min (60-200).
The overall mean EDD treatment duration was 6.1 hour (6-8). Heparin was
used in 50.6% of the sessions. UF rate was 4.4% of body weight per session,
the urea removal rate was 53.4% and in those patients with hyperammonemia
the ammonium removal rate was 43.5%. The most common complication
reported was hypotension during the procedure: 14.7% EDD treatments were
prematurely discontinued for refractory hypotension.
Patient Survival was 59%. Mortality was higher in children with: 1. volume
overload >10%; 2. PIM-II> 4 at PICU admission; 3. onco-hematological dis-
ease and multiple organ failure as acute event.
Hemodynamic stability was maintained during most EDD treatments,
allowing ultrafiltration goals and electrolyte imbalance in most cases. No death
was reported associated with hemodynamic instability, metabolic disorders or
hemorrhagic event during the procedure.
d. Conclusions
EDD is a viable alternative to traditional CRRT for critically ill children although
prospective studies directly comparing different modalities are required.

PO-439
Urgent Hemodialysis in New Born and Infant of < 3kg. Cases Report
R. Guerrero Kanan(1), I. Del Moral Espinosa(2)
(1) Hospital Angeles Lomas, Mexico, Mexico; (2) Hospital Infantil de Mexico,
Mexico, Mexico

a. Objectives
We report two cases of infants with an urgent indication for renal replacement
therapy with an abdominal contraindication for PD. Prerenal AKI in both
cases, term at born, both have underlying disease, and they received all med-
ical treatment available with no response. We started conventional
Hemodialysis (HD) with a Fresenius 4008s machine with a High-flux dialyzer
FX paed, and an infant circuit.
b. Methods
Case 1: Male, 62 days, 2.9 kg, tracheoesophageal fistula type 3, patent ductus,
and sepsis. Underwent with necrotizing enterocolitis and previous cardiorespi-
ratory arrest due to hyperkalemia. Require two HD sessions of 2hours each,
after that, spontaneous urine output of 2.7ml/kg/hour.
Case 2: Female, 7 days, 2.7 kg, gastroschisis, who developed after surgery,
sepsis and fluid overload of 24%. Requiere 5 HD sessions of 2-3 hours each,
complicated with intraventicular hemorrhage stage 2 during the last session,
after that starts urine output.
HD Specs: Extracorporeal circuit volume were more than 15% of patient
blood volume in both cases. We use a mix globular package, infusion of
calcium, and non-fractionated heparin in first bolus of 5 U/kg and then 5
U/kg/hour. Ultrafiltration rate were maintained at maximum of 10ml/kg/
hour. We measure the pulsability index of medium cerebral artery with a
Doppler previous and after the session. With a very pronounced incre-
ment in both cases.

c. Results
Both patients survived without neurological disability and aceptable eGFR(
Schwartz): 84 and 68 ml/min/1,73 at 9 months respectively.
d. Conclusions
Although now exists other kind of therapy beside the PD, that avoid violent
swings of fluid volume and biochemistry changes and are adapted to the needs
of this patients; conventional HD in neonates its still used in countries where
CRRTare not available. There is a lack of evidence about its security profile, it
should be used only where there is no other option.

PO-440
Prescription Calculator in Pediatric CRRT Simulation
M. Elbaba, H. Mahgoub
Hamad Medical Corporation, Doha, Qatar

a. Objectives
Continuous renal replacement therapy (CRRT) is an advanced treatment fre-
quently required to support the critically ill children. Because of the complex-
ity of this kind of treatment, healthcare professionals frequently consume time
to implement the CRRT prescription from the local guidelines and forms to the
order form. A novel pediatric CRRT calculator is introduced by the author to
facilitate this complex calculations and implementing the treatment faster.The
aim of this work is to assess the effectiveness and accuracy of the new pediatric
CRRT calculator compared to the manual calculations usually conducted by
the pediatric nephrology physicians in a CRRT simulation sessions.
b. Methods
The pediatric CRRT simulation sessions were assessed by using the author’s cal-
culator and without the calculator (manual calculation). A child Manikin was
located in PICU room with a pre-primed CRRT “Prismaflex” machines during
the simulation sessions. The time taken to write the CRRT prescription in the order
sheet and the total time taken to start the CRRT treatment is calculated by two
different simulation specialists. Inter-professional education (IPE) domains are used
to assess the harmony among the CRRT team to avoid the time bias.
c. Results
Up-to-date, three scenarios are assessed. The results of this study are expected to
show a significant difference between the manual group and the calculator-used
group to write the CRRT prescription in the order sheet. Calculator-used group is
able to deliver the treatment in very short time compared to manually calculating.
The accuracy of the prescription and calculation errors will be assessed.
d. Conclusions
The authors expected to conclude that CRRT prescription calculator used in
the simulation sessions was accurate and faster compared to the manual pre-
scription calculation. The physicians are expected to be comfortable to use the
calculator to avoid the complex mathematics.

PO-441
In-site Inter-professional Pediatric CRRT Simulation Experience
M. Elbaba, H. Mahgoub
Hamad Medical Corporation, Doha, Qatar

a. Objectives
Continuous renal replacement therapy (CRRT) is an advanced treatment fre-
quently required to support the critically ill children. Because of the complex-
ity of this kind of treatment, physicians, nurses and other allied healthcare
professionals frequently found some obstacle and disharmony to deliver effec-
tive and safe care to the children.The aim of this work is to assess the effec-
tiveness and safety of team management and to detect the problems associated
with implementing the CRRT among inter-professional team.
b. Methods
Different In-site CRRT simulation scenarios are conducted in pediatric ICU in
our center without prior notification to our candidates every few weeks. The
candidates of those simulation sessions were pediatric nephrology physicians
(targeted candidate), intensivists, nurses and clinical pharmacists. The targeted
candidate performance and the Inter-professional education (IPE) domains
were assessed among the team to delivery effective treatment to the child
Manikin in PICU room. CRRT “Prismaflex” machine was used. Two forms
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are filled by two different simulation specialists who attended the scenarios
before and after each session. The first form is the candidate performance and
the second is the IPE form.
c. Results
We conducted two simulation scenarios up-to-date. Three major
themes were emerged from this study until now. First theme was the
prolonged time taken to transmit the CRRT prescription from the
protocol to implementing it on the machine. Second theme was the
good harmony among the different specialties to deliver the treatment.
The third one showed that the team members were more comfortable
and faster with simulation experience.
d. Conclusions
The authors expect to conclude that CRRT simulation is an effective training
method to enhance the quality of children care among the inter-professional
team. Team members involved in the simulation are expected to be more
confident and comfortable to deliver the CRRT.

PO-442
Using Simulation to Enhance the Training in Pediatric Nephrology
M. Elbaba, H. Mahgoub
Hamad Medical Corporation, Doha, Qatar

a. Objectives
The purpose of this work was to compare the learning outcome and learners’
performance in pediatric nephrology with and without simulation-based training.
b. Methods
We conduction a multi-station basic pediatric nephrology brief training
in one-day simulation workshop for 5 residents after their pediatric
nephrology rotation. We compared the outcome of that workshop
training by 5 residents who completed the pediatric nephrology rota-
tion without simulation training. The outcome is measured by three
different tools. The first tool was a survey to be completed after the
simulation workshop (self-assessment). The second tool was the writ-
ten problem-solving question including 10 selective-response question
cases. The last tool was direct observation by pediatric nephrology
faculties (Expert assessment). The simulation workshop is composed
of 10 stations each station is 15 minutes followed by 30 minutes
debriefing. The stations are; laboratory, images, medications, glomer-
ulopathy, tubulopathy, perinatal, urology, AKI, CKD and renal re-
placement therapy.
c. Results
The result shows a significant high performance in the simulation
group compared to non-simulation trained residents as shown by the
self and expert assessments. The MCQs case test shows higher score
(out of 100) in simulation compared to non-simulation residents as
well. Residents enjoyed the simulation experience and they recom-
mended it to the other learners.
d. Conclusions
This hands-on intensive simulation training demonstrated a very effective
learning outcome. It boosted the residents’ performance after their rotation.
We recommend implanting simulation-based learning and training to all resi-
dents in the pediatric nephrology curriculum and to disseminate this learning
strategy to the other pediatric sub-specialties.
20 - CKD: Epidemiology, progression; experimental

PO-444
evaluation and prognostic implication of renal vascular color doppler ultraso-
nography for children with kidney disease
H. Zhang(1), X. Xing(2), Z. Wang(1)
(1) West China Second University Hospital of Sichuan University, Chengdu,
China; (2) Jinan central hospital, Jinan, China

a. Objectives
This study aimed to evaluate the clinical values and prognostic implication of
Renal Vascular Color Doppler Ultrasonography for children with kidney dis-
ease, compared with laboratory tests.

b. Methods
A total of 109 children with kidney disease were enrolled during 2012-2015,
including chronic kidney disease (CKD), acute kidney injury (AKI), henoch-
schonlein purpura nephritis (HSPN), nephrotic syndrome (NS) and IgA ne-
phropathy. All the patients were performedwith Renal Vascular Color Doppler
Ultrasonography and biochemical tests.
c. Results
Both kidneys of the patient with CKD were smaller than normal, with unclear
structure ultrasonogram. The kidneys of AKI group were obvious swelling in
images. The renal hemodynamic investigate found that blood flow Vmax of
the renal artery decreased and resistance index (RI) value increased in CKD
andAKI group. Color doppler energy image(CDE) shows 83.33% (20/24) and
87.5% (21/24) patients had lower blood supply in right and left kidney respec-
tively, while 56.52%ï¼'13/23ï¼'and 56.52%ï¼'13/23) patients in AKI
groupï¼'In the groups with normal renal function (HSPN, NS, IgA), blood
flow perfusion were obviously abundant. At follow-up, with the aggravating
of renal function, Vmax decreased and RI increased; inversely, Vmax in-
creased and RI decreased accompanied with the improving of renal function.
d. Conclusions
As a safe and effective technique for assessment of renal function in children,
Renal Vascular Color Doppler Ultrasonography is superior to traditional lab-
oratory tests in evaluation of renal injury and prognosis of the disease.

PO-445
Febuxostat for hyperuricemia of CKD children
Y. Kaku, M. Nishimura
Fukuoka Children's Hospital, Fukuoka, Japan

a. Objectives
Hypreuricemia is one of the risk factors for exacerbation of CKD, which is closely
associated with inflammation, oxidative stress, renin-angiotensin system, an endo-
thelial disorder and arteriosclerosis, as well as gout, gouty kidney and urolithiasis.
However, the conventional drugs for hyperuricemia have difficulties for patients
with renal dysfunction. Whereas, febuxostat is available without reducing dose for
patients even with moderate renal dysfunction, since it is inactivated with liver and
excreted in stool and urine. We administered febuxostat to CKD children with
hyperuricemia and examined its usefulness and safety.
b. Methods
We examined 8 boys and 8 girls receiving febuxostat more than 6 months.
Their primary disease was hypoplasia/dysplastic kidney 10, reflux nephropa-
thy 4, hydronephrosis with aplastic kidney 1 and autosomal recessive poly-
cystic kidney disease 1. The age at the beginning of treatment was 13.3 (7.7-
19.6) years old (median and range). Estimated GFR (eGFR) and serum uric
acid (UA) level were 50.4 (24.5-86.2) mL/min/1.73m2 and 7.5 (5.7-10.1) mg/
dL respectively. The usage dose was 10-20 mg/day.
c. Results
The observation period was 297.5 (176-432) days after the administration.
Serum UA levels decreased in all patients, and the mean UA levels decreased
2.1 (0.6-3.0) mg/dL as compared with one year before the administration. In
14 of 16 patients, eGFR tended to decrease before treatment. However, after
beginning of febuxostat, improvement of eGFR decline rate was recognized in
ten. And eGFR tended to be improved in 4. There was no adverse event.
d. Conclusions
These results suggest that febuxostat has renal protection effect and to be easy
to use for hyperuricemia even in renal dysfunction. It has high specificity for
xanthine oxidase and dose not have a purine frame, so febuxostat is thought to
be less harmful. The randomized controlled trial is carried out in adult CKD.
For CKD children, we also should examine the usefulness, renal protection
effect and safety of febuxostat.

PO-446
High prevalence of elevated Vanadium levels in CKD patients
H.K. Sidhu(1), G. Filler(1), V. Belostotsky(2), L. Yang(1)
(1) University of Western Ontario, London, Canada; (2) McMaster University,
Hamilton, Canada
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a. Objectives
Vanadium (V. atomic number 23) is an essential trace element present in many
industrial products, especially in steel, however, it can be toxic if levels are too
high. The excretion of vanadium by the kidneys is rapid with a biological half-
life of 20-40 hours in the urine. Chronic poisoning is associated with respira-
tory symptoms, nervous disturbances, vegetative symptoms, tremors, palpita-
tion of the heart, extrasystoles, anemia, leukopenia, and punctate basophilia of
the erythrocytes. While adult data suggest that V is accumulating in dialysis
patients, there is no information about V levels in patients with CKD.
b. Methods
After approval by the ethics board, and as part of a larger study on zinc sup-
plementation in CKD, we studied 87 plasma V levels in 50 children with an
eGFR < 90 and > 15 mL/min/1.73 m2 using the Schwartz formula. Where
available, we also recorded the cystatin C eGFR using the Filler formula in
35 children. V levels were measured using High Resolution Magnetic Sector
Inductively Coupled Plasma Mass Spectrometry (HR-ICP-MS).
c. Results
The mean Schwartz eGFR was 46±23 and the Cystatin C eGFR was 48±20
mL/min/1.73 m2. The mean V level was 0.117 (interquartile range 0.082,
0.1840 ug/L, mean 0.1170±0.4899 ug/L), significantly higher than the upper
reference interval of 0.1 ug/L (p=0.0057), and with a trend towards exponen-
tial increase with lower eGFR (r=-0.3075, p=0.0604).

& The relationship between Schwartz eGFR and plasma V levels in 50
patients (initial screening time point for zinc study).

d. Conclusions
We observed a high prevalence of elevated V levels in the CKD patients. With
worsening kidney function, V levels accumulate.

PO-447
High prevalence of elevated Molybdenum levels in CKD patients
G. Filler(1), H.K. Sidhu(1), V. Belostotsky(2), L. Yang(1)
(1) University of Western Ontario, London, Canada; (2) McMaster University,
Hamilton, Canada

a. Objectives
Molybdenum (Mo, atomic number 42) is an essential trace element present in
water and is crucial for human survival because four mammalian enzymes
harbor a pterin-based Mo cofactor (Moco) at their active site and are Mo-

dependent. Mo can be lethal in high doses, and chronic toxicity in animals
leads to stunted growth, skeletal abnormalities, anemia, and histological
changes in the kidney and liver. There is no information about Mo levels in
patients with CKD.
b. Methods
After approval by the ethics board, and as part of a larger study on zinc
supplementation in CKD, we studied 87 plasma Mo and copper (Cu) levels
in 50 children with an eGFR < 90 and > 15 mL/min/1.73 m2 using the
Schwartz formula. Where available, we also recorded the cystatin C eGFR
using the Filler formula in 35 children. Mo and Cu levels were measured using
High Resolution Magnetic Sector Inductively Coupled Plasma Mass
Spectrometry (HR-ICP-MS).
c. Results
The mean Schwartz eGFR was 46±23 and the Cystatin C eGFR was 48±20
mL/min/1.73 m2. The median Mo level was 2.26 (interquartile range 1.7, 3.3
ug/L, mean 2.78±1.70 ug/L), significantly higher than the upper reference
interval of 1.4 ug/L, and with an exponential increase with lower eGFR. The
mean Cu level was 1124±378 ug/mL, not significantly different from the
reference interval of 822 to 1201 ug/mL. eGFR was significantly negatively
correlated with Mo levels (Spearman r = -0.57, p=0.0002).

& The relationship between Schwartz eGFR and plasma Mo levels in 39
patients (initial screening time point for zinc study).

d. Conclusions
With worsening kidney function, Mo levels accumulate, while Cu levels re-
main unaffected.

PO-448
Fractional excretion in assessment of epithelial-mesenchymal transition in
children with chronic kidney disease
K. Musial, A. Bargenda, D. Zwolinska
Wroclaw Medical University, Wroclaw, Poland

a. Objectives
Epithelial-mesenchymal transition (EMT) stands for the transformation of tu-
bular epithelial cells into the mesenchymal ones and further change into active
myofibroblasts. EMT results in tubular dysfunction and kidney fibrosis, char-
acteristic for chronic kidney disease (CKD). Proteins engaged in these pro-
cesses, like hallmarks of EMT (E-cadherin), indices of apoptosis (survivin),
fibrosis (transforming growth factor(TGF)beta1) and matrix deposition (ma-
trix metalloproteinase(MMP)-7, extracellular inducer of matrix metallopro-
teinases EMMPRIN), have not been studied in CKD children so far. The
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aim of our study was to assess the usefulness of fractional excretion (FE) of
survivin, E-cadherin, EMMPRIN, MMP-7 and TGFbeta1 as potential markers
of EMT-related processes in CKD.
b. Methods
The study group consisted of 41 pre-dialysis children with CKD
stages 3-5 and 23 age-matched controls with primary nocturnal enure-
sis and normal kidney function. The serum and urine concentrations
of analyzed parameters were assessed by ELISA. Then the fractional
excretion (FE) of analyzed parameters was calculated according to the
formula: ([parameter urine concentration]x[creatinine serum concentra-
t ion ] ) / ( [pa ramete r se rum concen t ra t ion]x[c rea t in ine ur ine
concentration])x100%.
c. Results
Tubular reabsorption of all analyzed parameters exceeded 99% in
controls. All values of fractional excretion (FE) rose significantly in
children with CKD vs. controls, yet they remained below 1% in the
case of E-cadherin and TGFbeta1, whereas exceeded 1% in the case
of survivin, EMMPRIN and MMP-7. FE survivin, EMMPRIN and
MMP-7 represented separate features of the EMT spectra on cluster
analysis.
d. Conclusions
Fractional excretion of the examined markers is a useful tool in assessment of
tubular dysfunction in the course of chronic kidney disease. The FE survivin,
FE EMMPRIN and FE MMP-7 may be considered new independent markers
of the kidney-specific EMT.

PO-449
Disparities in Accessing Renal Transplant Among Children with End
Stage Renal Disease in Puerto Rico:1993-2013
G.Marrero-Rivera(1), M. Vila(1), P. Mercado(1), E. Santiago(2), S. Caraballo(1),
M. Suárez(1), M. Bonilla(1), N. De Jesus-González(1)
(1) UPR School of Medicine, San Juan, Puerto Rico; (2) Universidad Central
del Caribe, Bayamon, Puerto Rico

a. Objectives
Disparities in access for renal transplant has been reported in minorities living
in US. Data from childrenwith ESRD living in Puerto Rico (PR) is limited.We
describe the pediatric population with ESRD in PR from 1993-2013, renal
transplant rates in this population compared to US population and possible
barriers to receiving a graft.
b. Methods
Retrospective chart review of patients diagnosed with ESRD in PR from 1993-
2013. Incidence, prevalence rates, medians/interquartile range, frequencies/
percentages were calculated.
c. Results
From 1993-2013, 175 patients, 42% female, age 13yrs (7-15yrs), were diag-
nosed with ESRD. Most common causes of ESRDwere congenital anomalies
(44%) and steroid-resistant nephrotic syndrome (20%). 36%were transplanted
in PR (15yrs, 10-17yrs), 36% from living donors. 14% received transplant in
the first year (National rate 38%). 79% transplanted children had Medicare
coverage versus 73% non-transplanted patients. None of 28 infants diagnosed
with ESRD were transplanted during infancy. 46% of the non-transplanted
patients stayed at our unit for a median time of 2yrs(1-3yrs) with the rest being
transferred to a dialysis unit outside PR (15%) or to an adult facility without
being transplanted(39%).
d. Conclusions
Children with ESRD in PR face striking disparities in access to renal trans-
plant. Lack of pediatric transplant surgeons, geographical isolation and mini-
mal living donation are potential barriers. Medicare coverage was similar
between transplanted and non-transplanted suggesting that this is not a major
barrier to getting a renal transplant. Interventions to reduce these inequities are
needed.

PO-450
Demography and Outcomes of End-Stage Renal Diseases (ESRD) of
Children Admitted to a Renal Unit in Kumasi, Ghana.
M.A. Attobrah Sarfo, S. Antwi, A. Amoah, S.A. Appiah, E. Obeng, P. Osei
Komfo Anokye Teaching Hospital, Kumasi, Ghana

a. Objectives
The prevalence of end-stage renal disease is purported to be increasing in
developing countries but interventions for renal replacement therapy in these
settings are limited. There is limited data on the demography, clinical features,
aetiology and outcome of CKD admissions in developing countries. Our aim is
to describe the demographic profile and outcomes of end-stage kidney diseases
among children admitted to a pediatric renal unit in a resource-limited setting
from January 2014 to December 2015.
b. Methods
A retrospective analysis of data of children admitted with ESRDwas conduct-
ed by review of medical charts.
c. Results
Over the two years under review there were 300 admissions into the renal unit of
which 64 (21.3%) had ESRD. The mean ± SD age at presentation was 9.3 ± 3.0
yearswith a preponderance of females- 38 (60%) and no significant age differences
according to gender.The mean ± SD eGFR on admission was 5.6 ± 2.9 ml/min/
1.73m2. 27 (42.2%) childrenwith ESRDdied in hospital. None of the childrenwho
survived acute admissions were offered long-term renal replacement therapy or
renal transplant because these services are non-existent in Ghana.
d. Conclusions
ESRD is a frequent cause of admission amongGhanaian children presenting to
the renal unit with no facility for Renal Replacement Therapy. All these chil-
dren will thus invariably die from complications of uraemia. Steps to set up
renal replacement therapy services for children in Ghan are thus urgent to
reverse these disturbing trends.

PO-451
Concentrations of representative uremic toxins in a healthy versus uremic
pediatric population
E. Snauwaert, G. Glorieux, V. Van Bogaert, W. Van Biesen, A. Raes, J. Vande
Walle, S. Eloot
Ghent University Hospital, Ghent, Belgium

a. Objectives
A myriad of different uremic toxins accumulate in the body in chronic
kidney disease (CKD). In children, this accumulation is responsible for a
complex multisystem disorder characterized by growth failure, protein-
energy wasting, cardiovascular and mineral bone disease. We aimed at
determining serum concentrations of representative uremic toxins in
healthy and CKD children.
b. Methods
In 25 healthy children (controls C) and 46 CKD children stage 1 to 5D (U), serum
concentrations of representative small solutes [uric acid (UA), urea, creatinine],
middle molecules (β2microglobuline, complement factor D), and protein-bound
solutes [p-cresylglucuronide, hippuric acid (HA), indole acetic acid (IAA), indoxyl
sulfate (IS), p-cresylsulfate (pCS), and 3-carboxy-4-methyl-5-propyl-
furanpropionic acid (CMPF)] were determined. For each uremic toxin, ratios of
the medians (MU/C) and of the interquartile ranges (IQU/C) were calculated.
c. Results
The healthy and CKD children (of which 4 on dialysis) were 9.0±4.1 and 10.4
±5.5 year (p=0.354), 52% and 78% boys (p=0.032), respectively. The CKD
children not on dialysis had an estimated glomerular filtration rate of 46.0
±23.4mL/min/1.73m2 [range 10.6 to 102.7]. Concentrations of all studied
uremic toxins were significantly higher in the U compared to the C group.
MU/C ranged from 1.7 for UA to 23 for total IAAwith values > 3 for total HA,
total and free IS, free pCS, and total CMPF. All IQU/C were larger than 1

Pediatr Nephrol (2016) 31:1765–1983 1909



(range from 2.4 for UA to 16.7 for free IS), indicating larger interindividual
variability in the U versus C group.
d. Conclusions
This is the first study in the pediatric population revealing that in CKD versus
healthy children concentrations of representative uremic toxins are 1.7-23 times
higher. Further research is needed to evaluate associations between elevations of
serum concentrations of the different toxins and clinically relevant outcomes.

PO-452
GDF-15 in plasma and urine as a marker of kidney function in children
H. Thorsteinsdottir(1), A. Bjerre(1), C. Tøndel(2), G. Mjøen(3), A. Brun(4), D.
Brackman(2), C. Salvador(5)
(1) Division of Paediatric and Adolescent Medicine, Oslo University Hospital,
Oslo, Norway; (2) Department of Pediatrics, Haukeland University Hospital,
Bergen, Norway; (3) Department of Nephorlogy, Oslo University Hospital,
Oslo, Norway; (4) Laboratory for Clinical Biochemistry, Haukeland
University Hospital, Bergen, Norway; (5) Department of Medical
Biochemistry, Oslo University Hospital, Oslo, Norway
a. Objectives
Elevated plasma levels of Growth differentiation factor 15 (GDF-15)
have been related to various pathological conditions, among these
decreased kidney function. Recently the focus has been on its relation
to cardiovascular disease (CVD) and GDF-15 is emerging as a marker
of CVD. The aim of the study was to evaluate whether plasma and
urinary GDF-15 correlates to kidney function in children.
b. Methods
96 children and adolescences (median age 8.6 years, range 0.25 -17.5
yr) with different stages of kidney function were included in a pro-
spective study. Glomerular filtration rate (GFR) was measured by
iohexol clearance using 7 venous blood samples after iohexol injec-
tion. Urinary GDF-15 was measured in first morning void urine and
given as a ratio to urinary creatinine. Plasma and urinary GDF-15
were measured using Quantikine ELISA kit (Biotechne).
c. Results
GFR ranged from 6 – 153 mL/min/1.73m2 (median 67). GFR had a
negative correlation with both plasma GDF-15 (p < 0.001, r = -
0.634) and urinary GDF-15/creatinine ratio (p < 0.001, r = - 0.359).
This was confirmed in a multivariate analysis when adjusting for age,
sex and hypertension. 37% of the patients had hypertension but GDF-
15 levels were not significantly related to hypertension.
d. Conclusions
GFR has a strong correlation to plasma GDF-15 and to a lesser extent
to urinary GDF-15/creatinine ratio. The pathology behind this remains
unknown. The incidence of cardiovascular disease is low in the pedi-
atric population, but the incidence is considerably higher in children
with end stage renal disease and children on renal replacement treat-
ment. High levels of GDF-15 in urine and plasma of children with
decreased kidney function might reflect increased risk for CVD later
in life. Whether this can be used in clinical settings remains to be
further investigated.

PO-453
Epidemiological survey and clinical investigation of pediatric IgA
nephropathy
T. Shibano, N. Takagi, K. Maekawa, H. Mae, M. Hattori, Y. Takeshima, T.
Tanizawa
Hyogo College of Medicine, Nishinomiya, Japan

a. Objectives
Since school urinalysis screening was introduced in 1974, the number
of cases requiring initiation of dialysis due to glomerulonephritis has
been steadily decreasing and school urinalysis screening has been

praised for contributing to the early detection and treatment of glo-
merulonephritis. However, the lack of nationwide epidemiological sur-
veys is also a problem.
b. Methods
We conducted an epidemiological survey focusing on the frequency of
occurrence of pediatric IgA nephropathy in Nishinomiya City.
Subjects comprised 374,846 children who underwent school urinalysis
screening from 2003 to 2012. Renal biopsy findings and clinical find-
ings of these pediatric IgA nephropathy cases were retrospectively
investigated.
c. Results
There were 37 (mean 3.7/year) newly diagnosed cases of pediatric
IgA nephropathy in Nishinomiya City. The IgA nephropathy onset
rate per 100,000 children who underwent school urinalysis screening
was 9.9 cases/year. Compared to the histologic low grade group, the
histologic high grade group had significantly higher urinary P/C ratio
(P.001). In the histologic high grade group, the number of cases of
proteinuria remission 3 years after starting treatment was significantly
higher in the group treated with steroids (P = 0.045).
d. Conclusions
Our study found that 9.9 cases of pediatric IgA nephropathy were
diagnosed per 100,000 in the pediatric population, which is equivalent
to or slightly more than past reports. IgA nephropathy, which poses a
high histologic risk, presents with heavy proteinuria; but the protein-
uria remission rate following steroid therapy is high 3 years after
treatment, which suggests that administration of steroids results in an
improved clinical outcome.

PO-454
Mean of creatinine clearance and urea clearance examined over 1 hour
estimates glomerular filtration rate accurately and precisely
Y. Okuda(1), R. Hamada(2), T. Sakai(1), R. Harada(2), Y. Hamasaki(3), K.
Ishikura(4), H. Hataya(2), M. Honda(2)
(1) Shiga University of Medical Science, Otsu City, Shiga, Japan; (2) Tokyo
Metropolitan Children's Medical Center, Tokyo, Japan; (3) Toho University
Faculty of Medicine, Tokyo, Japan; (4) National Center for Child Health and
Development, Tokyo, Japan

a. Objectives
Accurate and precise estimation of glomerular filtration rate (GFR)
is essential in overall health and kidney disease. Estimating GFR
formulas are widely accepted in clinical practice. We evaluated the
usefulness of mean of creatinine (Cr) clearance and urea (UN)
clearance in a 1-hour examination (1-hour Ccr + Cun) as another
option and relatively simple method for estimating GFR, by
analysing the correlation between 1-hour Ccr + Cun and inulin
clearance (Cin).
b. Methods
This was a retrospective, cross-sectional, multicenter study. All children aged
≤ 18 years who underwent Cin tests in two Japanese hospitals from
March 2009 to December 2014 were eligible. Cin method was unified in all
the tests: serumCr and UN and urine Cr and UNwere simultaneously obtained
to calculate 1-hour Ccr + Cun. A regression analysis of scatter plot with x-axis
of 1-hour Ccr + Cun and y-axis of Cin, and a Bland-Altman plot with x-axis of
mean Cin and 1-hour Ccr + Cun, and y-axis of difference of Cin and 1-hour
Ccr + Cun divided by mean value of Cin and 1-hour Ccr + Cun (percentage
differences), were performed to evaluate the correlation. The primary outcome
measure was the correlation between 1-hour Ccr + Cun, and Cin.
c. Results
53 children (29 boys) were analysed. Their median age was 10.9
(interquartile range [IQR] 5.3–14.2) years, and median Cin and 1-
hour Ccr + Cun were 77.0 (IQR: 51.5–95.1) and 81.0 (IQR: 64.1–
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97.7) mL/min/1.73m2, respectively. Cin and 1-hour Ccr + Cun had a
correlation of y = 0.94x − 2.52 on regression analysis. Percentage
differences were −11.2 (95% confidence interval −15.3 – −7.1), and
95% lower and upper limits of agreement were −40.3 and 18.0%,
respectively. The percentage mean Cin was 0.89 times 1-hour Ccr +
Cun.

& Scatter plot with x-axis of 1-hour Ccr + Cun and y-axis of Cin.

& Bland Altman plot with x-axis of (Cin + each method)/2, and y-axis of
[Cin - each method]/ [(Cin + each method)/2] × 100.

d. Conclusions
1-hour Ccr + Cun can estimate GFR accurately and precisely, making it a
simple and speedy test for use in clinical practice.

PO-455
The etiological analysis of 231 pediatric patients with end-stage renal disease
Q. Miao, Q. Shen, X. Tang, H. Xu
Children's Hospital of Fudan University, Shanghai, China

a. Objectives
To study and analyze theetiology of children with end-stage renal disease
(ESRD) in Children’s Hospital of Fudan University from Jan 2001 to Dec 2015.

b. Methods
Bycomplying with the NKF-K/DOQI guidelines, we collected 231 pediatric
patients with ESRD from Jan 2001 to Dec 2015 in the medical record system
of Children’s Hospital of Fudan university. The information of patients’ gen-
der, diagnosis age, primary disease and other data were collected and retro-
spectively analyzed.
c. Results
A total of 231 cases were diagnosed as ESRD during the survey period in our
center. The median diagnosis age with ESRD was9.8(6.7-12.6) years old with the
gender ratio of 1.31 (boy/girl). For primary disease, 76 cases (32.9%) were caused
by glomerular disease, 55 cases (23.8%) by congenital anomalies of the kidney and
urinary tract (CAKUT), 22 cases (9.5%) by hereditary kidney disease, 9 cases
(3.9%) by other diseases and 69 cases (29.9%) by unknown causes. In the group
with age between 0-3 years old, 57.1% (13 cases) patients had primary diseasewith
CAKUT. In the group with age between 3-6 and 7-10 years old, 35.7% (10 cases)
and 37.5% (27 cases) patients had primary disease with glomerular disease. In the
group with age larger than 10 years old, 32.4% (34 cases) patients and 18.1% (19
cases) patients had primary disease with glomerular disease and CAKUT, while
40.0% (42 cases) with unknown causes. Compared the primary disease between
the first 5 years’ period (2001-2005) and the latest 5 years’ period, cases with
unknown causes decreased from 43.3% to 23.5%.

d. Conclusions

The major cause of ESRD in children in our hospital during the 15 years was

glomerular disease and CAKUT. The primary diseases of CKDwere significant-

ly different in each age group. CAKUT was more common in infants and tod-

dlers. Recently, more patients with ESRDwere diagnosed with definite diseases.

PO-456
Progression, cardiovascular morbidity and quality of life in Indian chil-
dren with chronic kidney disease
N. Kamath, H. V, A. Iyengar
St John's Medical College Hospital, Bangalore, Bangalore, India

a. Objectives
To study the risk factors, rate of progression, assess severity of cardiovascular
disease and determine the quality of life in children (QOL) with stages II to IV
CKD
b. Methods
A prospective observational study included children with CKD stages II to IV.
The etiology, eGFR, blood pressure, proteinuria, left ventricular mass index
(LVMI), carotid intimal thickness and QOL were noted at baseline and at 1
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year follow up. Progression of CKDwas defined as > 50% decline in eGFR or
eGFR <15ml/min/1.7m2 or required dialysis.
c. Results
Seventy four out of 78 screened children with CKD stages II-IV were recruit-
ed. The median age was 108 months (69,156). The median eGFR was 34.67
ml/min/1.73m2. Renal hypodysplasia was the most common cause of CKD.
Majority had non glomerular disease and were in stage III – IV CKD.
Proteinuria was seen in >90% of children which correlated with the duration
of CKD, inversely with eGFR. Hypertension was seen in 62% patients and
was uncontrolled in 66% despite treatment. Blood pressure did not correlate
with progression. Nine children had progression of CKD over 1 year.
Proteinuria, glomerular disease and low eGFR at recruitment were significant-
ly associated with progression.
LVMI was high in 44.4% patients and was similar among various stages of
CKD. LVMI was higher in those with low haemoglobin and high PTH levels.
CIMT correlated with blood pressure. The QOL scores were significantly
lower in the children belonging to the lower socioeconomic status. The parent
QOL scores correlated significant with the height z score and eGFR.
d. Conclusions
Glomerular disease had a higher risk for progression of CKD. Proteinuria was
highly prevalent and a significant risk factor for progression. Hypertension
was highly prevalent and uncontrolled in our cohort. Left ventricular hyper-
trophy is prevalent in almost half of the cohort even in early stages of CKD and
correlated with severity of anemia and high PTH levels. QOL in our children
was determined by height, eGFR and socioeconomic status.

PO-457
Spina Bifida and chronic kidney disease in children
D. Stein, H. Feldman, S. Bauer, M. Somers, M. Baum
Boston Children's Hospital, Boston, United States

a. Objectives
Risk factors for chronic kidney disease (CKD) in children with spina bifida
(SB) include neurogenic bladder, vesicoureteral reflux, recurrent urinary tract
infections, and other structural urinary tract anomalies. The prevalence of
CKD and associated risk factors for CKD are not known in children with SB.
b. Methods
We performed a retrospective analysis of 368 patients <19 years old seen in
our SB Program over 12 years.
c. Results
Of the 368 children, 58% were girls. 76% had a neurogenic bladder
documented. 36% had a history of hydronephrosis. 77% had docu-
mented urinary tract infection or pyelonephritis. Estimated GFR cal-
culations showed 14% with a GFR <90ml/min/1.73m2. Of those with
reduced GFR, 77% had CKD stage 2, 15% CKD stage 3, 5% CKD
stage 4, and 3% CKD stage 5. 10% of children with SB had hyper-
tension. 27% of the children had a DMSA renal scan and of these,
58% had renal scarring. CKD was signifcantly associated with renal
scarring (p=0.006, Fisher exact test) and hypertension (p<0.001).
d. Conclusions
CKD is a common morbidity associated with SB. The high prevalence of renal
scarring, hypertension, and neurogenic bladder emphasizes the need for increased
awareness for screening for CKD. Creatinine may understimate renal function SB
patients due to low muscle mass. Thus, CKD may be undetected in children with
SB and normal creatinine levels. More reliable methods of assessing renal function
such as cystatin C or nuclear medicine GFR studies may be indicated.

PO-458
Estimated GFR poorly reflects the concentration of various uremic toxins
in pediatric CKD patients
E. Snauwaert, G. Glorieux, W. Van Biesen, A. Raes, J. Vande Walle, S. Eloot
Ghent University Hospital, Ghent, Belgium

a. Objectives
Glomerular Filtration Rate (GFR) is considered to be an overall index of kidney
function in children with chronic kidney disease (CKD). As accurate measure-
ment of GFR is time-consuming, labour-intensive and invasive in children, se-
rum creatinine based equations such as the Schwartz formula are frequently used
to estimate GFR (eGFR). When renal function deteriorates, uremic retention
solutes, other than creatinine, accumulate and contribute to the uremic syndrome.
We intended to evaluate whether eGFR is representative for various uremic toxin
concentrations in children with different degrees of CKD.
b. Methods
In 43 children (10.5±5.5 year, 79,1% boys) with CKD stage 1-5, the association
between eGFR (Schwartz) and the natural logarithm of serum concentration of
representative small solutes [uric acid (UA), urea, creatinine], middle molecules
[β2microglobuline (b2M), complement factor D (CfD)], and protein-bound sol-
utes [p-cresylglucuronide (pCG), hippuric acid, indole acetic acid (IAA), indoxyl
sulfate (IS), p-cresylsulfate (pCS), and 3-carboxy-4-methyl-5-propyl-
furanpropionic acid (CMPF)] were evaluated using linear regression.
c. Results
The mean eGFR was 45.07±23.98 mL/min/1.73m2 (range 4.88 to 102.71). The
explained variance (R2) of eGFR was the highest (0.80) for creatinine and CfD,
followed by b2M (0.68) and urea (0.63). In contrast, R2 was low (0.20-0.40) for
UA, total pCG, free and total HA, free and total IAA, free IS and free pCS. Even
lower R2 (<0.20) were found for free pCG, total IS, total pCS and CMPF.
d. Conclusions
The concentration of protein-bound uremic toxins were extremely poor related
to eGFR. This is an important observation as protein-bound uremic toxins like
total IS and total pCS have proven pathophysiological effects and exert im-
portant toxicity in adults with CKD. In contrast, eGFR seems to be a good
indicator for urea and middle molecules such as b2M and CfD.

PO-459
Factors Involved in Pediatric Chronic Kidney Disease Progression
V. Belangero(1), B. Schvartsman(2), P. Nussenzveig(3), A.L. Abreu(4), O.V.B.
Andrade(5), I. Facincani(6), M. Maia(3), P. Koch Nogueira(7)
(1)Unicamp, Campinas, Brazil; (2)Faculdade deMedicina daUniversidade de
São Paulo, Sao Paulo, Brazil; (3) Hospital Infantil Darcy Vargas, Sao Paulo,
Brazil; (4) UNIFESP - Escola Paulista de Medicina, Sao Paulo, Brazil; (5)

Faculdade de Ciências Médicas da Santa Casa de São Paulo, Sao Paulo,
Brazil; (6) Faculdade de Medicina da Universidade de São Paulo, RibeirÃo
Preto, Brazil; (7) Hospital Samaritano de São Paulo e UNIFESP - Escola
Paulista de Medicina, Sao Paulo, Brazil

a. Objectives
The aim of this study was to estimate the rate of progression of CKD in
children, as well as the main factors associated with this evolution.
b. Methods
This is a preliminary report of a multicenter cohort study involving 205 chil-
dren with CKD stage 3 (n=113) and 4 (n=92). Age at baseline was 9.3 years
(SD=4.6), being 121 boys (60%). Themain etiology was CAKUT in 153 cases
(75%), hereditary diseases in 32 (15%) and others in 20 (10%).
c. Results
From a baseline of 32 ml/min/1.73 m2 (95%CI=31 to 34) the estimated GFR
fell 2.9 ml/min/1.73 (95%CI=1.1 to 4.6) after a median follow up of 561 days
(IQR=224-756) in the whole sample (p<0.05). At the last date of follow up, 23
patients (11%) had reached the composite endpoint (19 started dialysis, 3 died
and 1 underwent kidney transplantation). Cox multivariable regression re-
vealed that the factors significantly associated with the endpoint were: a)
severe proteinuria at start (HR=3.60 95%CI=1.50 to 8.64), b) Hemoglobin
(HR=0.63 95%CI=0.45 to 0.88), meaning that an increase of 1g/dl in
Hemoglobin is associated with 37% lower probability of the outcome and c)
estimatedGFR at study entry (HR=0.91 95%CI=0.87 to 0.96) indicating that 1
ml/min greater eGFR at start is associated with 9% lesser probability of the
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outcome. The interaction between Hemoglobin and estimated GFR was sta-
tistically significant (p<0.05).
d. Conclusions
The preliminary data suggest that factors known to be important in
the progression of CKD (severity of CKD, proteinuria and anemia) are
confirmed in our study. The effect of anemia on the outcome was not
independent but interrelated to CKD stage.
PO-460
Evaluation of the relationship between progression of chronic kidney dis-
ease and levels of serum and urine uromodulin
M. Ulak Ozkan(1), S. Emre(2), S. Usta(3),A. Yilmaz(2), Z. Yuruk Yildirim(2), F.
Savran Oguz(3)
(1) Istanbul University, Istanbul Faculty of Medicine, Department of
Pediatrics, Istanbul, Turkey; (2) Istanbul University, Istanbul Faculty
of Medicine, Pediatric Nephrology Department, Istanbul, Turkey; (3)

Istanbul University, Istanbul Faculty of Medicine, Medical Biology
Department, Istanbul, Turkey

a. Objectives
Uromodulin which is known as Tamm-Horsfall protein, is synthesized from as-
cending thick limp of Henle. Recently, there are several studies demonstrated the
relationship between chronic kidney disease (CKD) progression and uromodulin in
adults. The aim of this study is to investigate whether CKDprogression is related to
serum and urine uromodulin levels in children with CKD.
b. Methods
Eighty six patients attending Istanbul University Istanbul Faculty of
Medicine Pediatric Nephrology Outpatient Clinic and 24 healthy children
were enrolled in this study. Serum and urine uromodulin levels were per-
formed by ELISA. Patients and control group and also the patients in
different CKD stages were compared to each other in terms of serum
and urine uromodulin levels.
c. Results
Mean age of the patients was 11.98±4.95 years (7 months–19.17 years). Urine
uromodulin/creatinine ratio were significantly elevated in the patient group
compared to healthy controls (p=0.0001). Among the patients with CKD,
urine uromodulin/creatinine ratio were significantly higher at stage 4 and 5
compared to stage 1 and also significantly higher at stage 5 compared to stage
2 (p<0.05). Estimated glomerular filtration rate (eGFR) was negatively corre-
lated with urine uromodulin/creatinine ratio in patient group (r=-0.371
pË'0.05). Although serum uromodulin was elevated in the patient group com-
pared to the healthy children, there was no significant difference between the
two groups (p=0.067). Moreover, there was no significant relationship be-
tween eGFR and serum uromodulin levels (p=0.07).
d. Conclusions
Our results suggest that CKD progression is related to urine uromodulin/
creatinine ratio in children.

PO-461
The causes and clinical features of the advanced chronic kidney disease
(CKD) in children under school age: one center experience
T. Abaseeva(1), T. Pankratenko(1), A. Burov(1), K. Emirova(2), A. Muzurov(3)
(1) Moscow Regional Research and Clinical Institute, Moscow, Russian
Federation; (2) Moscow State Medical-Dental University, Moscow, Russian
Federation; (3) Russian Medical Academy of Postgradual Education,
Moscow, Russian Federation

a. Objectives
Nowadays many infants with CKD 3-5 st. survive, but CKD in preschool
children has specific features.
b. Methods
We studied causes and clinical features of CKD 3-5, diagnosed at the age
<36 m in 55 children (37 boys) aged 0,5-8 y.o. (median 42m) referred to

dialysis unit of St.Vladimir Children's Hospital, Moscow, in 2008-2015
years.
c. Results
In 53/55 (96%) pts CKD was caused by congenital/genetic
pathhology: CAKUT in 40pts (73%), genetic formes of nephrotic syn-
drome (Finnish type, Schimke, Denis-Drash, nail-patella syndromes) -
9pts (16%). More rare causes were typical HUS (2pts), atypical HUS
(2pts), methylmalonic acidemia (1 pts), autosomal recessive policystic
kidney disease (1pt)

12 (22%) children were premature born, in 8 birth weight was <2500g. In 24

pts (44%) serum urea and creatinine have been elevated since neonatal period.
Comorbidi ty exis ted in 40 pts (73%), most ly neurologica l :
neurodevelopmental delay in 22pts (40%), seizures in 6 (11%), hydrocephaly
in 7 (13%), autism in 2 (4%). Somatic comorbidity included congenital
hypothyreoidism in 5pts, heart anomalies in 7, hepatic fibrosis, bilious tract
atresia in 4, anomalies of extremities in 2. Sustained growth retardation (-2SD)
revealed in 23pts (42%), among them 12pts had height from -3SD to -7,61SD.
Renal function corresponded to CKD 3-4 (GFR 15-47 ml/min) in 20pts. RRT
(peritoneal dialysis, PD) was started in 32pts at the age of 1-69m (median
10m). 14pts were transplanted at the age of 10m-8y.o. (median 38,5m), 15
continued on PD, 3 switched on hemodialysis. 3pts died. Anemia and hyper-
tension were more often seen in children on RRT: anemia in 71% vs 24%,
p<0,001, hypertension in 55% vs 22%, p<0,05. Prevalence of
hyperparathyreoidism did not differ (55% VS 33%, NS). In 8 pts (25%) on
RRT myocardial hypertrophy and LV dilatation was seen.
d. Conclusions
CKD 3-5 in preschool children is mostly caused by congenital and generic
kidney diseases, often accompanied by growth and neurodevelopmental retar-
dation and cardiovascular comorbidity.

PO-462
Glycated LDL, but not small dense LDL, is unaffected by CKD stage
G. Filler(1), A. Kirpalani(1), S. Taheri(1), G. Fusch(2), C. Fusch(2)
(1) University of Western Ontario, London, Canada; (2) McMaster University,
Hamilton, Canada

a. Objectives
It is well known that lipid abnormalities increase with worsening kidney func-
tion. Low density lipoprotein (LDL) consists of a heterogeneous spectrum of
particles with highly variable atherogenic potential, particularly small dense
LDL and glycated LDL. The concentrations of small dense LDL (SD-LDL)
and glycated LDL (G-LDL) have been understudied in pediatric patients with
chronic kidney disease (CKD).
b. Methods
After ethics approval, we performed a cross-sectional study of 47
children and adolescents with CKD stages I to V and added the mea-
surement of SD-LDL and G-LDL to routine blood work and routine
lipid profiles. We measured Cystatin C, Cystatin C eGFR (Filler for-
mula), body mass index and routine laboratory parameters. SD-LDL
and G-LDL were measured with commercially available ELISA kits.
Based on distribution, parametric of non-parametric tests were used
for statistical comparison. Data are expressed as median (range), and
non-linear correlation analysis was performed to assess the relation-
ship between GFR and SD-LDL and G-LDL.
c. Results
The average body mass index was 19.26 +/- 4.52 kg/m2. Median cystatin C
was 2.23 (0.47 - 15.0) mg/L, which corresponded to a median CysC eGFR of
37 (4.4 - 214) mL/min/1.73 m2. Mean albumin was 42.3 +/- 5.1 g/L. Median
G-LDL was 0.23 (0.05 - 3.8) mmol/L, and median SD-LDL was 2.37 (1.18-
19.36) mmol/L. There was no significant correlation between CysC eGFR and
G-LDL, but a moderate and significant correlation between CysC eGFR and
SD-LDL.
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& The relationship between LDL fractions and CysC eGFR
d. Conclusions
The lack of correlation between CysC eGFR and G-LDL suggests that tradi-
tional "Frammingham-like" cardiovascular risk factors may not be important
for the cardiovascular morbidity and mortality of CKD patients.

PO-463
Uroplakins Play a Protective Role During Obstructive Nephropathy
A. Jackson(1), C. Ching(1), R.Millner(1), B. Li(1), B. Becknell(1),K.Mchugh(2)
(1) Nationwide Children's Hospital, Columbus, United States; (2) The Ohio
State University, Columbus, United States

a. Objectives
Themgb-/-mousemodel of congenital constructive nephropathy reveals an adaptive
role for the renal urothelium during obstructive nephropathy. Uroplakin expression
was increased and transient expression of Krt14, a urothelial progenitor marker,
was also observed. We hypothesize that uroplakins serve a protective role during
the development of obstructive nephropathy.
b. Methods
To test our hypothesis, we destabilized the urothelial plaque by genetically
ablating Upk1b in mgb-/- mice and followed the development of progressive
hydronephrosis using ultrasound. Biochemical and immunhistochemical tech-
niques were used to characterize uroplakin and Krt14 expression in these
animals as well as tissues and urine isolated from children with ureteropelvic
junction obstruction (UPJO).
c. Results
Compound homozygotes (Mgb-/-;Upk1bRFP/RFP) develop worse, bilat-
eral hydronephrosis at an earlier age than either strain alone (Mgb-/- -
unilateral, moderate; Upk1bRFP/RFP - bilateral, moderate), and die pre-
maturely indicating a more rapid and severe disease progression.
Children with UPJO displayed altered urothelial protein expression
patterns. While tissue downstream of the obstructive lesion appeared
normal, loss of uroplakin and increased Krt14 expression are observed
within and upstream of the obstruction. Human urine collected from
the obstructed kidney also contained uroplakins and Krt14.
d. Conclusions
Our observations suggest that the absence of Upk1b is detrimental to
the development of progressive hydronephrosis following obstruction.
We propose that plaque destabilization via Upk1b ablation results in
the loss of structural integrity within the renal urothelium permitting
the development of rapid bilateral hydronephrosis and kidney demise.
Our preliminary data confirms that defects in uroplakin expression and
altered urothelial patterning exist in children with UPJO suggesting
similar mechanisms may exist in humans.

PO-464
Pediatric chronic kidney disease in Benin: management and outcome.
Y. Tohodjede(1), F. Lalya(1), M. D'Almeida(1), V. Houannou(2), A. Hadonou(3),
B. Ayivi(1)

(1) Pediatric Unit of the National Teaching Hospital CNHU-HKM, Cotonou-
Benin, Cotonou, Benin; (2) Intensive Care Unit, National Teaching Hospital
CNHU-HKM, Cotonou, Cotonou, Benin; (3)EmergencyDepartment, National
Teaching Hospital CNHU-HKM, Cotonou, Benin, Cotonou, Benin

a. Objectives
Chronic kidney disease (CKD) in children is a health problemwhose manage-
ment is cumbersome for health systems in developing countries. We did this
study to describe the diagnostic and management issues on the one hand, and
the outcome of CKD on the other hand in our setting.
b. Methods
We retrospectively reviewed 11 cases of CKD admitted to the pediatric unit of
the National Teaching Hospital CNHU-HKMof Cotonou, Benin, from 1 April
2012 through 30 March 2016.
c. Results
Gender distribution was 07 females and 04 males. The mean age at diagnosis
was 13.2 years (2 months-17 years). All patients but one were diagnosed in
stage 5 CKD with a mean glomerular filtration rate (GFR) of 7.8 ml/mn/1,73
m2. Mean laboratory tests values at diagnosis were: 72.9 mg/L for serum
calcium, 98.9 mg/L for serum phosphorus, 5.9 g/dL for hemoglobin.
Associated etiologic factors found were chronic glomerulonephritis (01 case),
neurogenic bladder (01 case), chronic herbal drugs use (01 case), dysplastic/
ectopic kidney (01 case) nephrotic nephritic syndrome (01 case). No cause was
found in the remaining cases. Peritoneal dialysis was performed in 04, partly
with locally made fluids. Hemodialysis was performed in two patients. The
Management of anemia, nutritional issues and mineral and bone disorders was
difficult in most cases. Five patients died. One child had successful kidney
transplant in France; another one is currently awaiting transplant in Italy. Four
children were lost to follow-up. The average duration of patient monitoring
was 7.8 months.
d. Conclusions
The diagnosis of pediatric CKD is easy but its management in our setting
raises many challenges, often with unfavorable disease progression. The solu-
tions lie in planning an appropriate organization including training and provi-
sion of resources, all based on a political decision.

PO-465
Development of a Kidney Stress Test to Assess Renal Reserve
G. Schwartz, K. Rodenbach, D. Fuhrman, P. Maier
University of Rochester Medical Center, Rochester, United States

a. Objectives
Renal reserve (RR) is the difference in stimulated versus baseline glomerular
filtration rate (GFR). Reserve kidney function may predict future kidney
health. This study developed a practical, clinically applicable test of RR using
a meat protein load with RR determined by changes in cystatin C (cys-C) and
confirmed by changes in two independent measures of GFR.
b. Methods
Participants (N=10, mean (SD) age 22 (2) years, 40% male, 70% white) had
normal health and blood pressure without proteinuria. GFRwas determined by
cimetidine-inhibited creatinine clearance (Cr Cl) and iohexol infusion clear-
ance (Io Cl) and estimated by the Cys-C CKD-EPI equation. Participants
received a beef burger with protein dosed at 1 g/kg up to 60 g 3 h after a 10
mL/kg water load and mL/mL replacement of urine volume.
c. Results
Baseline GFR (SD) in mL/min/1.73m2 averaged 106.9 (11.6) for Cr Cl; 98.2
(6.8) for Io Cl; and 118.3 (7.2) for Cys-C eGFR. Mean RR (SD) (N=10, mL/
min/1.73m2) was 17.1 (11.6) for Cr Cl (P=0.001), 7.2 (3.7) for Io Cl
(P<0.001), and 4.7 (2.4) for Cys-C eGFR (P<0.001).
d. Conclusions
Burger-stimulated Cys-C- based RR provides a simple stress test of kidney
function, validated by classical renal clearances. This test could be used to
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assess reserve kidney function in a variety of at risk populations. Volume status
should be considered in test relying on a serum biomarker, such as Cys-C, for
estimation of GFR.

PO-466
Functional magnetic resonance imaging of chronic kidney disease in
children
L. Fenglan, T. Yuhong
West China Second University hospital, Sichuan University, chengdu, China

a. Objectives
To investigate the values of functional magnetic resonance imaging (MRI) in
diagnosis and stage of chronic kidney disease (CKD) in children.
b. Methods
The estimated glomerular filtration rate (eGFR) were evaluated with Schwartz
equation. All of these subjects underwent studies BOLD images on 1.5T MR
scanner . R2* value of cortex and medulla and medullary/cortical R2* ratio
were obtained.
c. Results
The images of 6 healthy volunteers and 42 minor CKD children (CKD 1 and
CKD 2 stage), 20moderate/severe CKD children (CKD 3-5 stage) were finally
analyzed. In the CKD group, the R2* value in cortex (11.66±1.15) was signif-
icantly lower than that medulla (18.20±2.10). Cortex R2*value of CKD stage
1-3 (11.21±0.44) was significantly higher than control group. Medullary
R2*value (17.72±1.82) of CKD stage 1-3 was significantly higher than control
group. Both cortical R2*value (13.99±0.79) and medullary R2*value (20.71
±1.64) of CKD stage 4-5 were significantly higher than those of control group.
Both cortex R2*value and medulla R2*value of patient at CKD stage 1-3 were
lower than those of patients at CKD stage 4-5. Negative correlations were
found between medullary R2*value with Scr level and CKD grade, and also
between medullary/cortical R2* ratio with Scr level and CKD grade. Positive
correlations were found between medullary R2* value and medullary/cortical
R2* ratio with eGFR. The area under ROC curve for medullary/cortical R2*
ratio in differentiating between minor CKD kidneys and normal kidneys and
between minor CKD kidneys and moderate/severe CKD kidneys were 0.87
and 0.92, respectively. With the threshold from ROC curve, the sensitivity and
specificity were all above 90%.
d. Conclusions
Medullary/cortical R2*ratio is valuable in diagnosis of CKD and different
stages of CKD. Medullary/cortical R2*ratio is a sensitive parameter to reflect
the degree of kidney function in children

21 - CKD: Mineral and bone disorder

PO-467
Vitamin D status in children with moderate to severe chronic kidney
disease at the Red cross childrens' hospital Cape town South Africa
A. Solarin(1), P. Nourse(2), P. Gajjar(2)
(1) Babcock University Teaching Hospital, Ilishan-Remo, Ogun State Nigeria,
lagos, Nigeria; (2) Red Cross Childrens' Hospital Cape Town/ University of
Cape Town, Cape Town, South Africa

a. Objectives
To determine the prevalence of Vitamin D deficiency among children in CKD
3-5 and those on chronic dialysis, to determine any relationship between vita-
min D deficiency and stage of CKD, as well as identify any clinical correlates
associated with the Vitamin D status.
b. Methods
Asingle centre, retrospective review of the folders of forty-six children less than 18
years attending the renal clinic of the Red Cross Childrens’Hospital over a period
of one year (October 2013- November 2014) who were in CKD stages 3- 5D.
c. Results
The prevalence of suboptimal vitaminD among the study populationwas 73.9%
(Vitamin D deficiency and insufficiency accounted for 43.5% & 30.4% respec-
tively). Vitamin D deficiency was found to be significantly higher in older age

group (10 years and above) compared to the younger age group(p=0.035). There
was no significant sex effect(p=0.693), 12 out of 15 blacks (80%) had subopti-
mal vitamin D, 19 of the 26 coloured (73.1%), 2 of 4(50%) whites and the 1
Asian (100%) had suboptimal vitaminD levels. None of the whites or Asian had
deficiency of vitamin D. 90% of patients on chronic dialysis had suboptimal
vitamin D level with 80% of them on Peritoneal dialysis. Age, weight, height
and albumin were significantly associated with vitamin D level. There was a
positive linear relationship between vitamin D and albumin (Spearman rho
correlation coefficient = 0.397; p = 0.007). 80% of patients with nephrotic range
proteinuria were vitamin D deficient. A higher percentage of vitamin D
deficiency/insufficiency was documented during the winter season (70.6%)
compared to summer (29.4%), however not significant p= 0.387.
d. Conclusions
Suboptimal vitamin D is high among children with moderate to severe CKD
and significantly higher in those undergoing chronic dialysis. There is need to
actively correct and monitor them in view of the emerging evidence of the role
of vitamin D in slowing progression of CKD.

PO-468
Post-renal transplant bone health in children evaluated by quantitative
ultrasound and densitometry
A.L. Gonzalez-Jorge, S. Enciso, A.M. Hernandez, R. Ambrosi, R. Aldana, P.
Clark, M. Medeiros
Hospital Infantil De México Federico Gómez, Mexico, Mexico

a. Objectives
Patients with end stage renal disease develop bone mineral disease, which is not
always resolved with a successful renal transplantation, moreover, some of the
immunosuppressants used to prevent graft rejection may affect bone health.
The aim of the study was to evaluate bone health in post-renal transplant
children using quantitative ultrasound (QUS) and dual energy X-ray absorpti-
ometry (DXA).
b. Methods
A descriptive study was performed in children with more than 3 months of
renal transplantation and stable function of graft. Radius QUS and DXA (lum-
bar spine and total body less head –TBLH-) was performed on the same day.
c. Results
35 patients were includedmean age was 13.9 ±3.9 years. Ten subjects had total
bone density score below 2 (28.5%), four a Z of lumbar spine L1-L4 below 2
(11.4%), all of them had also the TBLH <-2, and 6 subjects had radial QUS Z
score <2 (17.1%), only two of them had concomitant Z Score <2 by DXA.
There was a positive correlation between Z score TBLH and Z score radial
QUS (Pearson r= 0.552, p= 0.016) and a positive not significant correlation of
Z score DXA lumbar spine and Z score radial QUS (Pearson r= 0.317, p=
0.06).
d. Conclusions
Despite there is a good correlation between Z TBLH and Z QUS, there are
subjects that can be considered normal by QUS and have osteopenia by TBLH
DXA and vice versa, this can be due to the different bone areas evaluated.

PO-469
Effect of cystatin C, intact PTH and active vitamin D levels on Fibroblast
growth factor 23 concentrations in children with CKD
D. Liu(1), V. Belostotsky(1), A.C. Alvarez-Elias(2), S. Arora(1), G. Filler(2)
(1) McMaster University, Hamilton, Canada; (2) University of Western Ontario,
London, Canada

a. Objectives
In CKD, fibroblast growth factor-23 (FGF-23) levels are strongly associated
with mortality. It is unclear whether higher FGF-23 levels ares related to the
disease process of CKD alone, since FGF-23 is a lowmolecular weight protein
(LMWP), and LMWP blood concentrations are highly dependent on glomer-
ular filtration rate (GFR). The objective of this study was to analyze the con-
tribution of each factor to the variance of FGF-23 levels.
b. Methods
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This was a cross-sectional study of 145 children and adolescents with CKD from
2 centers (40, 21, 21, 10 and 8% CKD stages 1,2,3,4, and 5, respectively). We
measured FGF-23, cystatin C (CysC), CysC eGFR (Filler formula), creatinine,
urea, albumin, calcium, phosphate, vitamin D metabolites, PTH, alkaline phos-
phatase, CRP, venous gas including ionized calcium. Data were analyzed using
descriptive methods expressed as median (25th, 75th percentile) and multivariate
analysis was employed to determine the effect of each variable.
c. Results
Median CysC eGFR was 77 (40,109) mL/min/1.73 m2, calcium was 2.36 (2.26,
2.47) mmol/L, median phosphate was 1.31 (1.18, 1.49) mmol/L, 1,25 (OH)2
vitamin D was 76 (51, 109) pmol/mL, intact PTH was 5.8 (3.6, 11.2) pmol/L,
and FGF-23 concentrationwas 50 (37, 88) iU/mL.Using univariate analysis, FGF-
23 correlated significantly with Spearman rho values of 0.56, 0.55, 0.44, -0.30 and
0.26 for CysC-PTH product, CysC, PTH, 1.25 (OH)2 vitamin D and phosphate,
respectively. In the multivariate analysis, only decreased 1.25 (OH)2 vitamin
remained significant (p=0.045) for FGF-23, and decreased 1.25 (OH)2 vitamin
were significantly associated with CysC (p=0.011) and FGF-23 (p=0.008).
d. Conclusions
Lower renal function as assessed by higher CysC levels was associated with
lower 1.25 (OH)2 vitamin and higher FGF-23 levels. In the multivariate anal-
ysis, only 1.25 (OH)2 vitamin remained significant, suggesting that maintain-
ing normal 1.25 (OH)2 vitamin >50 pmol/L may be the most important strat-
egy to reduce FGF-23 concentrations.

PO-470
measurement of 25-Hydroxy vitamin d level in children with chronic
kidney disease
N. Esfandiar, Z. Mirzaii, M. Sharifian
Shahid beheshti university, Tehran, Iran
a. Objectives
Vitamin D deficiency is common among children with chronic kidney disease
(CKD). The aim of this study was comparing 25-OH vitamin D level in CKD
patients with a matched control group to determine whether its level is lower in
CKD patients.
b. Methods
We studied 68 children (42 boys and 26 girls) with different stages of CKD
admitted to our hospital from January 2014 to January 2016. Eighty seven (39
boys and 53 girls) healthy volunteers which were matched based on age, sex,
height, weight and season of measurement were considered as control group.
Serum level of 25-OH vitamin D was determined in both groups. SPSS soft-
ware version 19 was used for analyzing two groups. P value less than 0.05 was
considered significant.
c. Results
Sixty one CKD patients and 73 healthy children had vitamin D level of less
than 30 ng/dl, respectively. There was a significant difference between vitamin
D level among two groups [P value =.004 (CI= -8.51- -1.63). Mean vitamin D
level was 14.25±9.84 in CKD patients and 19.35±11.54 in other cases. Severe
vitamin D deficiency (<5 ng/dl) was seen only in six CKD patients and none of
control cases had severe deficiency.
d. Conclusions
Nutritional vitamin D deficiency is common in CKD patients and determining
its level is essential among them.

PO-471
Effects of vitamin D supplementation on markers of bone and mineral
metabolism in pediatric patients with early and late CKD
C. Lerch(1), R. Shroff(2), F. Schaefer(3), D. Haffner(1)
(1) Hannover Medical School Children's Hospital, Hannover, Germany; (2)

Renal Unit, Great Ormond Street Hospital for Children, London, United
Kingdom; (3) Division of Pediatric Nephrology, University Children's
Hospital Heidelberg, Heidelberg, Germany

a. Objectives
The effects of vitamin D supplementation (vit. D suppl.) on CKD-MBD (be-
side PTH levels) are unknown. Here we investigate the effects of vit. D suppl.

on biomarkers of CKD-MBD in two patient cohorts with early and late CKD,
i.e. randomized trial on ergocalciferol (ERGO) suppl. (Shroff, cJASN 2012),
and 4C Study cohort.
b. Methods
80 vit. D deficient (25(OH)D ≤75 nmol/L) CKD II-IV patients started on vit.
suppl. or not were included. This included 40 pts. from ERGO trial (each
n=20), and 20 pts. started on cholecalciferol suppl. and 20 controls without
vit. suppl. (matched by age, sex, eGFR, and serum calcium) from 4C. Serum
levels of Klotho, intact/c-term FGF23, and sclerostin were assessed at baseline
and after a median period of 6 mo. (range 4-12) using age- and sex-related SD
scores (SDS).
c. Results
As expected, patients from 4C presented with more advanced CKD (eGFR,
24 vs. 55 ml/min/1.73m2), were older (mean age 13 vs. 9 yrs.), shorter
(height SDS, -1.66 vs. -0.81), showed higher PTH levels (13 vs. 4 pmol/l)
and received phosphate binders more frequently (38 vs. 13%) compared to
ERGO pts. (each p<0.001). At baseline, median Klotho levels were de-
creased in ERGO pts. (-0.74 SDS, p<0.05), and normal in 4C pts. (-0.20
SDS). FGF23 levels were elevated in 4C pts. (2.28 SDS, p<0.05), but
normal in ERGO pts. (0.0 SDS). Sclerostin levels were elevated in 4C
pts., but decreased in ERGO pts. (0.57 vs. -0.94 SDS, each p<0.05).
Klotho levels in ERGO pts. (-0.03 SDS) were normalized after vit. suppl.
and associated with 25(OH)D levels (each p<0.05), but unaffected in 4C pts.
(0.05 SDS). FGF23 levels in 4C pts. were further stimulated by vit. D suppl.
(2.88, p<0.05), but unaffected in ERGO pts. (0.30 SDS). Sclerostin levels
were normalized by vit. D in ERGO pts. (-0.06 SDS, p<0.05), but unaffect-
ed in 4C pts. (0.75 SDS).
d. Conclusions
Vit. D suppl. normalizes Klotho and sclerostin levels in patients with early
CKD, but further increases FGF23 levels in advanced CKD.

PO-472
The bone-vessel interplay in pediatric chronic kidney disease
E. Preka(1), B. Ranchin(1), S. Boutroy(2), A. Doyon(3), P. Cochat(1), J.
Bacchetta(1)
(1) Hôpital Femme Mère Enfant, Hospices Civils de Lyon, Lyon, France; (2)

INSERM Research Unit 1033, Lyos, Lyon, France; (3) Pediatric Nephrology,
Center for Pediatrics and Adolescent Medicine, Heidelberg, Germany

a. Objectives
The consequences of Mineral and Bone Disorders associated to Chronic
Kidney Disease (CKD-MBD) are a daily challenge for pediatric nephrologists.
b. Methods
This single-center study is a prospective transversal evaluation of French
pediatric CKD patients, part of the European 4C study. In addition to
clinical and biochemical data, vascular and bone evaluation was per-
formed: 24-hour blood pressure assessment, carotid intima-media thick-
ness (cIMT), pulse wave velocity (PWV) and high-resolution peripheral
quantitative computed tomography (HR-pQCT) at the ultra-distal tibia.
Results are presented as median(range). Bivariate Spearman correlations
and backward multivariable analyses (maximum 4 variables per model)
were performed with SPSS 17.0.
c. Results
At a median age of 12.9(10.2-17.9)years, SDS-height of -1.0(-3.3;1.2) and
eGFR of 33(11-72) mL/min/1.73m2, 32 patients (8 girls) were evaluated.
Median calcium, phosphate, PTH and 25-D levels were 2.44(2.24-
2.78)mmol/L, 1.43(1.0-2.7)mmol/L, 80(9-359)pg/mL and 70(32-116)nmol/
L, respectively. Multivariable analyses showed that calcium and phosphate
levels, as well as calcium-phosphate product and bone trabecular thickness
(Tb.Th), were significantly positively associated with diastolic and mean arte-
rial blood pressure (both for the 24-hour, day and night assessment), whereas
PTH and vitamin D did not predict blood pressure. No correlations between
Tb.Th or biomarkers with neither cIMT nor PWV remained significant.
d. Conclusions
These results are conflicting with previously reported associations be-
tween bone and vessels in CKD adults: the better the bone, the less
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the vascular calcifications. In contrast, in this study, we show that the
greater the serum levels of calcium/phosphorus/calcium-phosphorus
product, the greater the (diastolic and mean) blood pressure; more-
over, the greater the Tb.Th, the greater the (diastolic and mean) blood
pressure. Whether we use too much calcium supplements in our center
deserves further studies.

PO-473
Neonatal intoxication to vitamin D in premature babies: a series of 16
cases
M. Vierge(1), S. Laborie(2), A. Bertholet-Thomas(1), M-C. Carlier(3), J-C.
Picaud(4), O. Claris(2), J. Bacchetta(1)
(1) Centre de Référence des Maladies Rénales Rares, Hôpital Femme Mère
Enfant, 69500 Bron centre hospitalier mère enfant, Bron, France; (2) Service
de néonatalogie, hôpital Femme Mère Enfant 69500 Bron, Bron, France; (3)

Département de Biologie, Centre Hospitalier Lyon Sud, 69495 Pierre Bénite,
Pierre Benite, France; (4) Service de Néonatologie, Hôpital de la Croix
Rousse, 69004 Lyon, Lyon, France

a. Objectives
Premature neonates are particularly at risk of vitamin D (25-D) deficiency. To
prevent rickets and osteopenia in this population, international guidelines vary
between 800-1000UI per day of vitaminD in Europe and 400 IU per day in the
USA. Target levels of circulating 25-D are not well identified, the minimal
target being below 50-75 nmol/L and the greater target being probably above
120 nmol/L.
b. Methods
Between 2013 and 2015, 16 premature infants (born <35WG) were referred to
the pediatric nephrology clinics because of symptoms secondary to 25-D over-
dose during the neonatal period. Clinical and biological data were retrospec-
tively reviewed to better define this population. Results are presented as me-
dian (range).
c. Results
Gestational age was 27(24-35) WG with a birth weight of 810(560-
2120) grams. Nephrocalcinosis was the initial symptom in 37% of
cases, hypercalcemia in 44%, and hypercalciuria in 19%. The median
age and body weight at initial symptom were 36.6(27.6-47.6) WG and
2300(640-3760) grams, respectively. 25-D levels at diagnosis were
210(119-350) nmol/L, 1-25 vitamin D levels were 370(245-718)
pmol/l (local normal values for age<240). Daily vitamin D doses were
333(35-676) IU/kg. During follow-up, 12 patients displayed
nephrocalcinosis, 10 hypercalciuria and 3 hypercalcemia. 25-D levels
normalized in 10 patients within 8(1-32) months after vitamin D with-
drawal. Nephrocalcinosis improved in 12 of 14 patients, within 16(4-
42) months. Vitamin D supplementation could be re-administered in
10 patients. When searched(N=2), no CYP24A1 mutation was
identified.
d. Conclusions
25-D overdose should be systematically ruled out in the presence of
nephrocalcinosis, hypercalcemia and/or hypercalciuria during the neonatal period
in children born preterm. Studies are required to assess the exact frequency of 25-D
deficiency and overdose in this population, but also to evaluate the potential dele-
terious effects of such a disequilibrium on bone, kidney and brain development.

PO-474
Bone mechanical properties and cortical porosity assessed with HR-
pQCT in pediatric chronic kidney disease
M. Vierge(1), S. Boutroy(2), E. Preka(1), B. Ranchin(1), J. Bacchetta(1)
(1) Centre de Référence des Maladies Rénales Rares, Hôpital Femme Mère
Enfant, 69500 Bron centre hospitalier mère enfant, Bron, France; (2) INSERM
UMR 1033, Université de Lyon, Lyon, France

a. Objectives
Mineral and bone disorders are frequent during CKD, leading to bone and
vascular impairment. In addition to ‘standard’ evaluation using High
Resolution peripheral Quantitative Computed Tomography (HR-pQCT),

assessment of bone mechanical properties by finite element analysis (FEA)
and cortical porosity (Ct.Po) were suggested relevant to assess bone fragility.
b. Methods
In this single-centre study, we performed HR-pQCT at the ultradistal tibia to
assess volumetric bone density (vBMD), microarchitecture, but also Ct.Po and
mechanical properties. 32 CKD teenagers were compared to healthy peers,
after matching on age, gender and pubertal stage on a 1/1 basis. Results are
presented as median (min-max); non parametric tests were performed.
c. Results
Data were obtained at an age of 12.9 (10.2-17.9) and 12.6 (10.0-17.8) years
(p=NS), SDS-height of -1.0 (-3.3-1.2) and 0.4 (-1.5-3.0) (p<0.001), and eGFR
of 33 (11-72) and 102 (73-135) mL/min/1.73m2 (p<0.001) in CKD patients
and controls, respectively. CKD patients displayed significantly greater
corrected calcium, PTH and 25-D levels than controls: 2.45 (2.28-2.68) vs
2.27 (2.14-2.42) mmol/L, 81 (9-359) vs 18 (9-34) pg/mL, and 70 (32-116)
vs 60 (31-123) nmol/L, respectively (all p<0.05). Total and cortical bone areas
were significantly lower in CKD patients: 585 (337-968) vs 626 (442-956)
mm2, and 66 (35-121) vs 82 (26-170) mm2, respectively (both p<0.05).
Conversely, Ct.Po, volumetric vBMD (total, trabecular and cortical), FEA-
derived stiffness and failure load were not different between patients and
controls.
d. Conclusions
Our results seem quite reassuring in terms of bone status in CKD
teenagers. Cortical porosity and bone mechanical properties assessed
by FEA were not different between CKD patients and healthy con-
trols, whereas others have described impaired cortical porosity in
CKD. These discrepancies could be explained, at least partly, by the
satisfying PTH control observed in this cohort.

PO-475
Subtotal parathyroidectomy: last recourse for treatment of secondary
hyperparathyroidism in children with chronic renal disease.
M. Adragna, L. Lopez, S. Gil, G. Viterbo, V. Ayerzabal, L. Felipe, L. Garcia
Chervo, L. Briones
Hospital De Pediatria Garrahan, Buenos Aires, Argentina
a. Objectives
To describe a single center experience of subtotal parahyroidectomy (sPTX)
between September 2010 to December 2015
b. Methods
Retrospective collection of data including age, sex, CKD etiology, type of
renal replace theraphy, bone metabolites levels: calcium, phosphorus, alkaline
phosphatase, vitamin D and PTH at 0-3-6-12 months. Intraoperative PTH
monitoring, preoperative ultrasonography (USG) and 99mTc sestamibi scin-
tigraphy (MIBI) of parathyroid glands
c. Results
17children, 10 boys, mean age (± DS) de 14.3 ± 1.9.weight: -2.41± 1.09 SDS,
Ethiology: glomerulopathies: 8, uropathies:6, HUS: 1, cystinosis:1, unknown:
1 13 in hemodialysis, 2 CAPD, 2 transplanted.
Intraoperative PTHmean value before PTX: 1871 ±756, after PTX: 304 ±330
pg/ml (20 minutes): 84% decrease. In only one boy was 40% but it dropped
later.
Correlation between localization and operative findings: USG: 100% and
MIBI: 83.3%.
No surgical complications were found. Hungry bone was presented in all
dialysed children (but not in the transplanted ones). IV calcium supplement
was required in the first days and then high oral calcitriol (254 ±117 ng/kg/d)
and calcium (115 ± 68 mg/kg/da) supplements were indicated. Magnesium
and phosphorus supplements were not necessary. CKD-MBD severe
radiologyc signs and symtoms
Outcome: 14 cured, 2 with persistent disease, 1 with residual
hipoparathyroidism
d. Conclusions
sPTX is an effective treatment for sHPT when medical approach fails. An
experienced center with a multidisciplinary team must performed it. An early
indication must be done to prevent CKD-MBD, knowing that it could persist
after a successful transplant
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PO-476
Metabolic BoneDisease among Pediatric Chronic - Hemodialysis Patients
in the PICCOLOMONDO Cohort
A.C. Alvarez-Elías(1), A. Topping(2), R. Hussein(2), J. Raimman(2), P.
Kotanko(2), L. Usvyat(2), C. Marelli(2), D. Marcelli(2), J. Xu(2), M. Ferris(3)
(1) On behalf of the Piccolo Mondo Consortium - Hospital Infantil de México
Federico Gómez, México, Mexico; (2) On behalf of the Piccolo Mondo
Consortium - Renal Research Institute, New York, United States; (3) On behalf of
the PiccoloMondo Consortium - UNCChapel Hill, North Carolina, United States

a. Objectives
To study metabolic bone disease (MBD) markers in a global cohort of chronic
hemodialysis patients <18 years of age (cHD pts).
b. Methods
We studied cHD pts from 42 countries [Latin-America (LA), Europe (EU), Asia-
Pacific (AP) and North America (NA)] from the PICCOLO MONDO cohort.
Height z-scores (Ht-z) were classified based on the WHO charts for sex and
age.Tests included: corrected Calcium (Ca), and phosphorus (P). Comparisons
between regions employed Chi-squared test and ANOVA as appropriate. Data
are presented as median [25th, 75th percentile]. To determine predictors of achiev-
ing targetHt-z. Logistic regression included age, sex, inter-dialyticwt. gain,Kt/V, P,
Ca P product (CaxP), and dialysis duration in the model.
c. Results
We studied 226 patients (55% male; 55% from LA, 15% from EU, 14% from
AP and 16% from NA). Patients in EU and NA were older (p<0.0001).
Overall, the median Ht-z was -1.35 [-2.23 to -0.41]; 66% were between -
1.88 to 1.88 and remainder were less than -1.88 (p<0.0001) (Figure 1). Pts
in NAwere most likely to be in the target Ht-z. LA had the greatest proportion
of pts with short stature (Ht z-score<1.88, p=0.02)
P was highest in NA (5.84mg/dL; IQR 5.02-6.60) and lowest in LA
(5.13mg/dL; IQR 4.48-5.90) (p=0.02); overall, 42% of pts were within
target for Ca and this varied significantly across regions (p=0.01).
Recommended P level was achieved by 26% of the population and
showed significant regional variation; 91% in NA and 62% LA had
greater than target levels. CaxP was significantly different by region,
with LA meeting the recommended level in 80% of cases. Patients com-
mencing HD at an older age were more likely to achieve target Ht-z
when controlling for all variables analyzed [OR 1.14 (95% CI 1.04 to
1.293)].

& Height z-scores for the study population stratified as per region. Green
indicates reference range

d. Conclusions
Our sample of cHD pts, 66% achieved target Ht-z scores; NA pts were more
likely to reach target Ht z-score and had greater P levels. For each increasing
year of age, pts had a 14% advantage to achieve Ht-z score.

22 - CKD: Inflammation, nutrition, growth, anemia

PO-478
Auxological and Laboratory Parameters of growth in Egyptian children
with CRF on conservative therapy.
M. ZAhrane(1), A. El Khawaga(2), L. Nesseim(3), N. Gamal(4)
(1) Aboul el rich hospital Cairo university, kasr el enni, Cairo, Egypt, Egypt; (2)

Clinical pathology Department,Cairo University, Cairo, Egypt; (3) Clinical
Chemistry,Tudor Bilharz Research Institute., Cairo, Egypt; (4) Child health
department,National Research center, Cairo, Egypt

a. Objectives
Growth hormone (GH) and insulin-like growth factors are essential for normal
growth . Chronic renal failure results in major changes in the circulating
growth hormone /insulin-like growth factor (IGF) .
Our aim is to study clinical and laboratory parameters of growth and
osteodystrophy including IGF1 and IGFBP2 as part of the somatotropic hor-
mone axis in children with CRF on conservative therapy.
b. Methods
62 Egyptian children (47 boys and 15 girls) with a mean age of 9.7y (0.47 to
21.12y) suffering from CRF on conservative therapy and 21 controls were
included in the study. Ht, wt and TSF were measured and followed up for a
period of 6 months. At the end of the follow up period serum for IGF1 and
IGFBP2, renal function, electrolytes, Ca, P ,and alkaline phosphatase and PH
were measured and an X-ray of the left hand and wrist was done to determine
their bone age by Tanner and Whitehouse.
c. Results
Our study shows that our Children have growth retardation with a mean ht of –
3.7 SDS, a mean wt of -2.24 SDS. TSF mean was -1.3 SDS. the patients had a
delay of 2.95y (+/-2.0) in their bone age. Their height was retarded more than
their bone age with a height age/bone age of 0.8 (+/-0.18). Alkaline phospha-
tase is significantly correlated to the ht, ht age , bone age and to the pH. The
mean IGF1SDS (-0.6 +/-1.8) did not differ from that of controls while the
mean IGFBP2SDS (2.4 +/-4.6) was significantly higher . Ht and wt were
significantly correlated to IGF1 but not IGFBP2. There is a significant corre-
lation between IGFBP2 level and the GFR.
d. Conclusions
The imbalance between normal insulin-like growth factor-I (IGF-I) and
markedly increased IGFBP2 plasma levels plays a pathogenic role for
growth retardation in children with CRF. The lower the GFR the higher
the IGFBP2 level. The latters inhibitory action may provide hope for
improving growth in cases of CRF by reducing the level of IGFBP2 or
displacing IGF1 from it.

PO-479
Laboratory Studies and Bone Densitometry as Markers of Bone Disease
in Children with CRF
M. Zahrane(1), B. Hafez(2), A. Esmael(3), S. Abdel Aziz(4)
(1) Aboul el rich hospital Cairo university, kasr el enni, Cairo, Egypt, Egypt; (2)

Pediatric Department, Faculty ofMedicine, Cairo University, Cairo, Egypt; (3)

Radiology Department*, Faculty of Medicine, Cairo University, Cairo, Egypt;
(4) Department of Growth and Development National Nutrition Instituted,
Cairo, Egypt

a. Objectives
Renal osteodystrophy encompasses a variety of skeletal disorder ranging from
high turnover lesions of secondary hyperparathyroidism to low turnover le-
sions of diverse aetiology . associated with normal or reduced PTH levels, so
our aim to assess bone density by DEXA in patients with CRF and correlate
with intact parathormone level and different bochemical markers in a trial to
predict patient with high and low turnover
b. Methods
53 children aged (11 ï'± 3.84) years, 17 on conservative treatment and
36 on hemodialysis were included in the study, BMD of lumbar spine
and wrist were measured by (DEXA) and compared with age and sex
matched controls
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c. Results
shows that out of 53 patients, 25 (47%) are osteopenic 22 (88%) on hemodi-
alysis and 3 (12%) on conservative treatment, of these 13 (24.4%) had severe
osteopenia as regard BMDof the spine, while DEXAwrist shows 11 (21%) are
osteopenic, 7 (64%) on regular hemodialysis and 4 (36%) on conservative III,
of these 3 (5.66%) had severe osteopenia ,correlation between Z-score spine in
the osteopenic group and different biochemical parameters shows non-
significant correlation except –ve correlation with duration and age of the
patients, while Z-score wrist of the same group shows +ve correlation with
bicarbonate. our result shows that group with IPTH > 200 pg/ml are more
osteopenic than those with lower IPHT levels, although difference did not
reach level of statistical significance P > 0.05
d. Conclusions
We can conclude that osteopenia assessed by DEXA is frequent in patients
with CRFmore in the dialysed group, with longer duration of the disease, older
age and severe acidosis, irrespective of the severity of the disease. Although,
degree of ostopenia is not correlated with biochemical findings of secondary
hyperparathyroidism (SHPT) but still patients with (SHPT) are more
osteopenic and have lower cortical bone density

PO-480
assessment and prognostic implication of nutritional status in children
with chronic kidney disease
H. Zhang, Z. Wang
West China Second University Hospital of Sichuan University, Chengdu,
China
a. Objectives
This study aimed to assess the comprehensive nutritional status of children
with chronic kidney disease (CKD) via a simple and reliable tool, and inves-
tigate the prognosis of these patients with different nutritional status.
b. Methods
A total of 54 patients were enrolled from 2013 to 2014. The nutritional
status was evaluated by a scoring system, including clinical symptoms,
dietary intake, anthropometry data and biochemical parameters.
Glomerular filtration rate of patients with different nutritional status
was calculated at the follow-up and compared with the value measured
before.
c. Results
Common complains of patients include asthenia, nausea, vomiting and
constipation. Study of the dietary intake revealed that 34 patients
(63.0%) experienced unreasonable dietary intake, and thepatients with
CKD stage 5 were characterized by lower energy intake (P<0.05). The
height was the most affected anthropometry parameter. Additionally,
46 patients (85.2%) suffered anemia. The serum albumin of 42
(77.8%) patients was <35 g/L, while 34 (63.0%) of them had in-
creased cholesterol and triglyceride. According to the criterion of scor-
ing system, there are 31 patients (57.4%) in “abnormal nutritional
status” condition accompanied with significant deterioration of renal
function at follow-up.
d. Conclusions
Malnutrition, as a common complication of CKDin children, eventually affects
the prognosis of the disease. The scoring system may be an effective and
simple tool for the assessment of the comprehensive nutritional status for
children with CKD.

PO-481
Assessment of nutritional status of childrenwith chronic kidney disease in
a tertiary care level hospital, Dhaka, Bangladesh
M.H. Rahman, M.I. Hossain
Bangabandhu Sheikh Mujib Medical University, Dhaka, Bangladesh, Dhaka,
Bangladesh

a. Objectives
The objective of the study was to determine the prevalence of malnutrition in
children with CKD, to compare the nutritional status of children with CKD
according to chronological age and height age.

b. Methods
This was an analytical cross sectional study. Thirty children were en-
rolled in the study by purposive sampling. Nutritional assessment was
done from dietary assessment and anthropometric measurements.
Numeric data was analyzed by ANOVA and categorical data was tested
by chi-square test. Difference between proportions was tested by Z-test
of proportion.
c. Results
Mean age of the studied population was 10.99 ± 3.5 years with a male
predominance. Average calorie intake was 74.31±9.34% of estimated en-
ergy requirement and average protein intake was109.45±20.2% of dietary
reference intake. Malnutrition was more associated with advanced stage
of CKD. Low calorie intake was associated with low BMI and low serum
albumin level.
d. Conclusions
Prevalence of malnutrition is very high in children with CKD. Height is the
most affected parameter. Traditional approach of using multiple assessment
tool and chronological age as point of reference for assessing malnutrition
(accept BMI) is the preferred option in children with CKD.

PO-482
Role of miR-145 in regulation of renal fibrosis
X-Q. Dang, X-J. He, Z-W. Yi
The Second Xiangya Hospital of Central South University, Changsha, China

a. Objectives
to investigate the role ofmicroRNA-145 (miR-145) in the regulation of renal fibrosis.
b. Methods
The gene sequence of miR-145 was synthesized and cloned into pCMV-myc
to construct recombinant plasmid pCMV-miR-145. Human proximal tubular
epitheliar cells (HK-2) were divided into control group (untreated), TGF-β
group (treated with TGF-β1 5ng/ml for 24 hours) and miR-145group (treated
with TGF-β1 5ng/ml for 24 hours after HK-2 cells transfected with the recom-
binant plasmid). The expression of miR-145 was detected by RT-PCR. The
signal protein levels of TGF-β1, smad3, smad2/3 and p-smad2/3 were detect-
ed by Western blot. The protein biomarkers levels of α-SMA, E-cadherin, FN
and Col Ð' were detected by immunofluorescence and Western blot, respec-
tively. The concentrations of FN and Col I in cell culture supernatants were
measured by ELLISA.
c. Results
HK-2 cells were transfected with pCMV-miR-145 successfully, which was
confirmed that compared with control group and TGF-β group, the expression
of miR-145 was significantly up-regulated (all P<0.01). miR-145suppressed
the activation of TGF-β1 induced Smad2/3, which was confirmed that com-
pared with TGF-β group, the protein levels of TGF-β1, smad3, smad2/3 and
p-smad2/3 were significantly decreased in miR-145group (all P<0.01). miR-
145 prevented TGF-β signaling pathway induced epithelial-mesenchymal
transition (EMT), which was confirmed that compared with TGF-β group,
the protein biomarkers levels of α-SMA, FN and Col Ð' were significantly
decreased in miR-145group (all P<0.01), but the level of E-cadherin was
significantly increased (P<0.01).
d. Conclusions
miR-145modulates and reduces the renal fibrosis, possibly by inhibition of the
activation of TGF-β-dependent Smad signaling pathway and EMT.

PO-483
Red cell indices are not indicative of iron deficiency in paediatric dialysis
patients.
A. Mudi(1), T. Khumalo(2), G. Moonsamy(2), C. Levy(2)
(1) University of the Witwatersrand and Bayero University, Kano,
Johannesburg, South Africa; (2) University of the Witwatersrand,
Johannesburg, South Africa

a. Objectives
Iron deficiency is common in children with chronic kidney disease, especially
in those on chronic dialysis. Clinicians in developing countries often rely on
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red cell indices (MCV, MCHC, RCDW) as a screening tool for iron
deficiency because serum iron parameter tests are either expensive or
not readily available. We aimed to evaluate the use of red cell indices
in screening for iron deficiency in a group of children on chronic
dialysis
b. Methods
Patient records of 34 children on chronic dialysis were reviewed for mode of
RRT and current medications. Each patient had blood samples sent for FBC,
CRP and Iron Studies.
c. Results
Mean age 12.8 years ± 4.4; male to female ratio 1.3:1; 25/34 were on oral iron,
1/34 had received parenteral iron and 2/34 had blood transfusions within the
last four months; 26/34 had a low Hb; 18/34 had a low TSAT; 15/34 had a low
ferritin; 15/34 had absolute iron deficiency and 8/34 had relative iron deficien-
cy. There was no statistically significant difference in the mean values of the
haemoglobin and red cell indices between patients with deplete and replete
iron stores.

& Comparison of red cell indices in dialysis patients
d. Conclusions
A large number of children on chronic dialysis are iron deficient. The use of
red cell indices to screen for iron deficiency among such patients may be
misleading. We emphasise the use of serum iron parameters, rather than red
cell indices to assess for iron deficiency in CKD as recommended by the
KDIGO guidelines.

PO-484
Nutrition For Improving Growth In Children With Chronic Kidney
Disease
R. SOLANKI(1), M. KANITKAR(2)

(1) Military Hospital, Wellington, India; (2) Army Hospital Research and
Referral, New Delhi, India

a. Objectives
To study the role of nutritional intervention in promoting growth in children
with chronic kidney disease (CKD).
b. Methods
Effect of nutritional supplementation in 24 children age 3m to 12 y
with CKD I to V not on dialysis, was studied at a tertiary centre over
18 months. Supplements were added to the normal diet to increase
protein and calorie intake to more than 80% of RDA. Z scores for
height weight and BMI were recorded at baseline and at 06 month
intervals. Paired t test was used to determine the significance of
change in Z scores from baseline upto 18 months

c. Results
Z scores improved from baseline over the 18 months of followup. The im-
provement was maximum in the BMI, followed by weight. Height showed
some improvement as well. The results are tabulated.

Baseline Z score Z score
6months

Z score
12 months

Z score
18 months

Height -2.63 -2.50 -2.50 -2.42

p value 0.439A 0.612B 0.395C

Weight -2.67 -2.17 -1.96 -1.79

p value 0.001A 0.002B 0.000C

BMI -2.08 -1.04 -0.75 -0.58

p value 0.000A 0.000B 0.000C

p values-A- baseline to 6 m, B- baseline to12 m, C-baseline to 18 m

& Δ Zscores for Height, Weight and BMI with nutritional intervention in
children with CKD

d. Conclusions
Nutritional supplementation results in significant improvement of BMI,
weight and height in children with CKD.

PO-485
The role of obestatin in Protein Energy Wasting in children with CKD
A. Monzani(1), M. Perrone(1), S. Moia(1), F. Prodam(2), G. Bona(2), G.
Montini(1), A. Edefonti(1)
(1) Fondazione Cà Granda, Ospedale Maggiore Policlinico, Milan, Italy; (2)

Università del Piemonte Orientale, dept of Health Sciences, Division of
Pediatrics, Novara, Italy

a. Objectives
Protein Energy Wasting (PEW) is a complex metabolic syndrome
characterized by loss of muscle, with or without loss of fat, highly
prevalent among children with chronic kidney disease (CKD). The
pathophysiology of PEW in CKD is multifactorial and not yet
completely understood. Loss of appetite and poor food intake may
be involved. Unacyl Ghrelin (UAG) and obestatin are known to pro-
duce an inhibitory effect on feeding, with less data available for
obestatin. We aimed to measure obestatin levels in children and ado-
lescents with CKD stage II-IV on conservative treatment (CKD-CT),
on haemodialysis (CKD-HD) and after transplantation (Tx), compared
to healthy controls, in relation to biochemical and anthropometric
parameters.
b. Methods
Serum obestatin levels were determined by ELISA in 43 CKD-CT, 20 CKD-
HD, 48 Tx and 43 control children. Urea and creatinine levels were measured
in all subjects and GFR was calculated by Schwartz formula. Weight, height
and bicipital, tricipital, subscapular and suprailiac folds were measured, and
BMI z-score, fat-mass and fat-free mass pro body weight (FM/BWand FFM/
BW, respectively) were calculated.
c. Results
Median obestatin levels were significantly higher in CKD-HD (8.76
ng/ml, IQR 7.37–9.99) than in CKD-CT (5.87 ng/ml, IQR 5.25-6.65,
p<0.0001), in Tx (5.51 ng/ml, IQR 5.00-6.23, p<0.0001) and controls
(6.19ng/ml, IQR 5.62-7.16, p<0.0001). Obestatin was negatively cor-
related with weight-SDS (R=-0.223, p=0.006), FM/Kg (R=-0.269,
p=0.015) and FFM/Kg (R=-0.262, p=0.018). Obestatinlevels were pos-
itively correlated with serum creatinine and urea and negatively cor-
related with GFR, also after adjustment for gender, age, pubertal sta-
tus and BMI z-score (p<0.0001 for each model).
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d. Conclusions
Besides UAG,obestatin seems to be a further promising inverse biomarker of
nutritional status in children with CKD, negatively related to renal function.

PO-486
Treatment with recombinant human growth hormone in children under
three years of age with chronic kidney disease and growth retardation
P. Miteva - Choumnalieva, D. Roussinov
Medical university, Sofia, Bulgaria

a. Objectives
The treatment of short stature in children with chronic kidney disease
(CKD) with recombinant human growth hormone (rhGH) dates back
to 1993 year but there are still countries where it is not indicated for
children under three years of age. We present our results from the use
of rhGH in the treatment regimen of children in this age group suf-
fering from CKD.
b. Methods
10 children (2 girls and 8 boys) with CKD diagnosed before 6 months
of age were treated with rhGH. All of the children had congenital
urogenital malformation. The mean age at treatment initiation was
27.5 months (16-36 months), the mean height was 76.56 cm.
c. Results
The height retardation was calculated in standard deviation score (SDS) and
was -2.87 and the weight retardation showed SDS -2,94. In the end of the first
year of treatment themean height was 83.23 cm or SDS -2.31, and the increase
in weight showed SDS -1.87.
d. Conclusions
The use of rhGH in small children is related to statistical significant increase in
the height without adverse events and should be considered in the treatment
regimen of these patients.

PO-487
Growth pattern of children with chronic kidney disease on conservative
management in pediatric nephrology unit
V. Choudhary, K. Balasubramanian, H. Prasad, K. Vellore, K. Ganesan, S.
Ekambaram, P. Senguttuvan, V. Mahalingam
Dr. Mehta's Children's Hospital, chennai, Chennai, India

a. Objectives
To describe growth pattern in CKD children on conservative management and
to study factors associated with growth faltering
b. Methods
Sample size calculated based on an expected 30% prevalence of short stature
in Indian children with CKD, 95% confidence limits and precision of 0.1.
Children were followed up once in 3 months during the study period of one
year. Anthropometry, BP and Tanner staging were done. The ShapiroWilk test
and Mantel-Haenszel test used to analyze anthropometric data. Comparison of
baseline and end line anthropometry was done by Paired t test
c. Results
Weights for age and mid upper arm circumference for age were more severely
affected than height and head circumference for age. Twenty six (37%) of 70
children had short stature. Of the 26 children with short stature, 9 were infants,
10 were in childhood age group and 7 were adolescents. 21(30%) of 70 chil-
dren were wasted while 7(10%) were overweight. Height for age and BMI for
height age were more affected in infancy compared to childhood. Similarly,
weight for age was affected more in infancy than in childhood. Younger age,
mid parental height (MPH) less than -2 Z score, eGFR less than 30 mL/min/
1.73m2, anemia, metabolic acidosis, hyperparathyroidism were significantly
associated with short stature. eGFR less than 30 mL/min/1.73m2, MPH less
than -2 Z score and acidosis were found to be independently associated with
short stature.

d. Conclusions
Linear growth is more affected than weight gain. Younger age, low
eGFR, low MPH, anemia, metabolic acidosis and secondary hyper-
parathyroidism are the factors influencing growth in CKD children
among which eGFR, MPH and metabolic acidosis are the independent
predictors of short stature. In addition, anemia, metabolic acidosis and
secondary hyperparathyroidism significantly affected the height veloc-
ity as well. Despite attending to the modifiable factors, there was no
significant improvement in growth in children with CKD

PO-488
Is Testosterone Detrimental to Renal Function?
G. Filler, A. Ramsaroop, R. Stein, C. Grant, A. So, C. Mcintyre
University of Western Ontario, London, Canada

a. Objectives
To describe the effect of 50 mg depot testosterone on renal function,
Computerized Tomography Perfusion Imaging, before and after testoster-
one injection, and measurement of renal blood flow (BF), renal blood volume
(BV), mean transit time (MTT), permeability surface area product (PS) and
contrast appearance time (T0) in a boy with cryptorchidism, Townes Brock
Syndrome and CKD stage III.
b. Methods
Computerized tomography perfusion imaging was performed before
and after re-challenging the patient with testosterone. Imaging was
done on the GE Revolution 256-slice CT scanner at St. Joseph’s
Health Care London, Ontario. Following iodinated contrast agent in-
jection, dynamic contrast enhanced CT scanning of a 16 cm section of
the abdomen fully encompassing both kidneys was performed without
breath-hold. The section was divided into 32 slices of 5 mm thickness
each and was scanned 42 times at 2.8 s intervals using 120 kV and
22.4 mAs for a duration of approximately 2 minutes. Following the
scan, images were reconstructed using ASIR (Adaptive Statistical
Iterative Reconstruction, GE Healthcare) to reduce image noise.
c. Results
Following the injections, serum creatinine (Cr) increased from 133 to
211 umol/L [reference interval 62-120 umol/L] and cystatin C in-
creased from 2.5 to 3.5 mg/L [reference interval 0.27-1.20 mg/L].
The eGFR6 dropped to 22 mL/min/1.73 m2. Following cessation of
testosterone, serum Cr dropped to 140 umol/L and cystatin C dropped
to 2.3 mg/L. The testosterone re-exposure was associated with an 11%
reduction in blood flow. Average cortical BF dropped from 242 mL/
min/100g to 216 mL/min/100g (p=0.01395, paired t-test, Table 2).
MTT decreased from 7.8 to 9.6 seconds (p=0.00028). BV and PS
remained unchanged.
d. Conclusions
As testosterone receptors are expressed in the afferent arteriole and activation
may result in reduced blood flow, accelerated progression of CKD may be
related to testosterone.

PO-489
Muscle wasting and inflammation in chronic kidney disease children
Y-H. Chiou(1), P-C. Wu(2), L-Y. Wang(3), S-P. Huang(3), N-W. Fang(1), Y-C.
Shen(1)
(1) Department of Pediatrics, Kaohsiung Veterans General Hospital,
Kaohsiung City, Taiwan; (2) Department of Nutrition, Kaohsiung Veterans
General Hospital, Kaohsiung City, Taiwan; (3) Department of Medical
Technology, Fooyin University, Kaohsiung City, Taiwan

a. Objectives
This study is to evaluate the status of muscle wasting and inflammation in
children with chronic kidney disease (CKD).
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b. Methods
From Jan. to Dec. 2015, we collected 88 children with CKD stage 1-5 for
evaluation. The ages ranged from 1-18 years old. All children received a diet
concept knowledge and behavior questionnaire and nutritional assessment.
Health education was given in accordance with the various stages of CKD.
Simultaneous determination of nutrition assessment indicators of renal func-
tion and serum markers of inflammation: IL-6 and IL-17. MAMC was mea-
sured for the muscle wasting.
c. Results
Our preliminary result showed the muscle wasting in 53.7% of our
CKD children. The inflammatory parameters (IL-6 and IL-17)were high
in stage 3&4. From the diet questionnaire analysis, we found the ener-
gy intake was not enough in CKD children and the protein intake was
normal.
d. Conclusions
Our data showed muscle wasting was high in CKD children. The inflamma-
tion maybe play an important role in the pathogenesis of muscle wasting. The
diet modificaition can be beneficial in this children. We hope, from the under-
standing of the mechanism of muscle wasting in CKD, in the future, we can
apply this information to the clinical and improve the nutritional status of the
children of CKDwith muscle wasting and hope to assist in the improvement of
children's growth and development.

23 - CKD: Mental health, neurocognitive function and QoL

PO-490
Suicide, sex and drugs in teens with chronic kidney disease: study from
the Midwest Pediatric Nephrology Consortium
A. Omoloja(1), A. Stolfi(1), N. Xiao(2), A. Kogon(3), R. Malatesta(4), A.
Eddington(5), D. Chand(6), L. Greenbaum(7)

(1) Department of Pediatrics, Wright State University, Dayton, United States;
(2) Children's Hospital of Richmond at VCU, Richmond, United States; (3)

Nationwide Children's Hospital, Columbus, United States; (4) Texas
Children's Hospital, Houston, United States; (5) Department of Pediatrics,
University of Oklahoma Health Sciences Center, Oklahoma City, United
States; (6) AbbVie, Chicago, United States; (7) Division of Pediatric
Nephrology, Emory University School of Medicine, Atlanta, United States

a. Objectives
To determine the prevalence of high risk behavior in teens with chronic kidney
disease [CKD]
b. Methods
Amulticenter anonymousweb based survey was self-administered by subjects
aged 13-19 years with CKD. CKD was defined as a) congenital or aquired
renal disease diagnosed by the primary nephrologisit clinically or via renal
biopsy, with stage 2 or higher CKD classification (estimated glomerular
filteration rate <90 ml/min), b) dialysis dependent, defined as currently on
chronic (>6 weeks) hemodialysis or peritoneal dialysis, or c) renal transplan
recipient. The survey totaled 46multiple choice questions, with 41 focusing on
high-risk behaviors such as drug use, sexual behavior and attempted suicide.
Subjects were compensated with a $15 gift card after completing the survey.
c. Results
One hundred and one subjects from 6 U.S centers completed the survey. Sixty
percent were male and 41% were <15 years old. Transplant recipents, those
with GFR<90 and dialysis dependent accounted for 42%, 9% and 49 % re-
spectively. Fourteen percent had contemplated suicide in the past 12 months,
10% hadmade a suicide plan, and 9% acted on that plan. Use of marijuana and
synthetic marijuana was reported in 23% and 6% respectively. One percent
reported ever using heroin and ecstacy, and 2% had used cocaine, metham-
phetamines, and hallocinogens. Twenty-six percent were sexually active; of
these 29% did not use a condom at their last sexual encounter.
d. Conclusions
The teenage years are associated with a higher prevalence of risky behavior.
These behaviors can have significant effects on normal physical and emotional
development. In teens with kidney disease the impact of risky behavior is of

added importance due to potential impact on disease outcomes. Based on our
findings, some risky behaviors are common in teens with CKD. Mitigation of
these behaviors should be incorporated into the care of this patient population

PO-491
Neurotrophic and inflammatory markers in children and adolescents
with chronic kidney diseases: association with symptoms of anxiety and
depression, quality of life and resilience
J.M. Moreira(1), É.L.M. Vieira(1), A.L. Teixeira(2), A.M. Kummer(1), A.C.
Simoes E Silva(1)
(1) UFMG, Brazil, Belo Horizonte, Brazil; (2) University of Texas, Houston,
United States

a. Objectives
This study aimed to evaluate neurotrophic factors and inflammatory mediators in
children and adolescents with chronic kidney disease (CKD) in comparison to
controls, and its associationwith psychiatric symptoms, resilience and quality of life.
b. Methods
Demographic and clinical data were collected from 34 children and adoles-
cents with CKD and 108 healthy controls. Participants were evaluated with
Wagnild and Young Resilience Scale, Pediatric Quality of Life (QoL)
Inventory 4.0 (PedsQLTM), Child Depression Inventory (CDI) and Self-
report for Childhood Anxiety Related Disorders (SCARED) scales.
Neurotrophic factors, chemokines, cytokines and adipokines were measured
in 34 controls and patients with CKD by cytometric bead array and enzyme-
linked immunosorbent assay.
c. Results
Children and adolescents with CKD had higher frequency of delayed educa-
tional attainment, lower overall QoL scores, as well as poorer scores in phys-
ical and psychosocial subdomains of QoL instruments. There was no differ-
ence between clinically significant depressive or anxiety symptoms, but CKD
patients had higher scores of separation anxiety. Lower scores of resilience and
quality of life were independent predictors of depressive symptoms in this
group. Reduced BDNF and CXCL8 / IL-8 concentrations and increased
sTNFR1 and sTNFR2, resistin, adiponectin, CCL2 / MCP-1, CXCL-9 /
MIG and CCL5 / RANTES were identified in CKD patients in comparison
with controls. Among patients with clinically significant anxiety symptoms,
lower levels of NGF, GDNF, NT3, NT4 / 5 and IL-33, ST2 were observed.
NGF remained as an independent predictor of anxiety in multivariate analysis.
d. Conclusions
Children and adolescents with CKD exhibited an altered profile of neurotrophic
factors and inflammatory biomarkers, whichwas associatedwith worse scores of
quality of life and more symptoms of separation anxiety. Lower scores of resil-
ience and quality of life were independent predictors of depressive symptoms.

PO-492
Evaluation of Cognitive Functions in Children with Chronic Kidney
Disease Bahruz Aliyev, Alev Yilmaz, Berra Bas, Zeynep Yuruk
Yildirim, Aysel Kiyak, Nurver Akinci, Gul Ozcelik, Ilyas Kaya, Ahmet
Dirican, Suleyman Salih Zoroglu, Sevinc Emre
B. Aliyev(1), A. Yilmaz(2), B. Bas(3), Z. Yuruk Yildirim(2), A. Kiyak(4), N.
Akinci(5), G. Ozcelik(5), I. Kaya(6)
(1) Istanbul University, Istanbul Faculty of Medicine, Department of
Pediatrics, Istanbul, Turkey; (2) Istanbul University, Istanbul Faculty of
Medicine, Pediatric Nephrology Department, Istanbul, Turkey; (3) Capa
Child and Adolescent Mental Health Association, Istanbul, Turkey; (4)

Kanuni Sultan Süleyman Training and Research Hospital, Pediatric
Nephrology Department, Istanbul, Turkey; (5) Sisli Etfal Education and
Research Hospital, Pediatric Nephrology Department, Istanbul, Turkey; (6)

Istanbul University, Istanbul Faculty of Medicine, Department of Child and
Adolescent Psychiatry, Istanbul, Turkey

a. Objectives
The aim of our study is to evaluate the cognitive functions of the children with
chronic kidney disease (CKD) and to identify the factors influencing on these
cognitive functions. Fifty-sevenchildrenwith various stages of CKD following
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up in three pediatric nephrology centers were enrolled in this multicentric
study. Mean age was 12±2.57 years.
b. Methods
Initial information about the patients was obtained from hospital records and
their parents.WISC-R andCNSVital Signs tests were performed by a certified
psychologist to evaluate cognitive functions of the patients. Mental retardation
(MR) was defined as Intelligence quotient (IQ) level lower than 70 according
toWISC-R test. The patients who have IQ level between 71-84 were classified
as “borderline mental capacity”. Statistical analyses were performed with
SPSS 21 software.
c. Results
IQ level was normal only in 14 (24.6%) children in our study group. Fourteen
(24.6%) patients had a “borderline mental capacity”, 29 (50.8%) patients had
mild and moderate MR. IQ level was not found to be related to the stage of
CKD (p=0.085). MR was more frequent in the patients with anemia and also
history of small for gestational age (p=0.029 and p=0.033; respectively). IQ
level of the patients were positively correlated with education level of their
mothers (r=0.330 p=0.012).
All of special cognitive functions were affected negatively except verbal mem-
ory. The percentage of the affected patients was 76.8% in cognitive flexibility,
69.6% in composite memory, 69.6% in neurocognition index, 66% in execu-
tive function and 60.7% in psychomotor speed. The duration of CKD, history
of small for gestational age and especially maternal education level were found
to be related to poor cognitive functions (p<0.05).
d. Conclusions
IQ level and other cognitive functions were affected in the children with CKD.
Maternal education level is one of the most important factors influencing IQ
level and cognitive functions of these children.

PO-493
The importance of the psychosocial welcome to the families of the children
under renal replacement therapy
M.G.M.G. Penido(1), H.V.M. Mendonça(2), C.F. Rezende(2)
(1) Unidade de Nefrologia Pediátrica do Centro de Nefrologia da Santa Casa
de Belo Horizonte - Unidade de Nefrologia Pediátrica do Hospital das
Clinicas da Universidade Federal de Minas Gerais, Belo Horizonte, Brazil;
(2) Pediatric Nephrology Unit - Nephrology Center of Santa Casa de Belo
Horizonte Hospital, Belo Horizonte, Brazil

a. Objectives
Chronic kidney disease and the need for renal replacement therapy can place a
great strain on the child and family. Each child and family requires an individ-
ual psychosocial prescription that requires input from multiprofessional team
members. Considering all these factors the aim of these study was evaluate
psychosocial support given to the families of pediatric patients under renal
replacement therapy at a tertiary pediatric renal unit.
b. Methods
Weekly meetings (60 minutes) performed with the participation of the family
members who accompany the patients. The meetings were optional and the
subjects of discussion were free, suggested by the attendees according to the
demand. The themes were received and discussed by the group with the me-
diation of professionals (Psychology and Social Assistance).
c. Results
The renal illness intensely affects the patient and his family, resulting in a
process of familiar reconfiguration taken as an effort from the family to adapt
to the new reality imposed by the illness. It could be noticed that not always are
the families able to elaborate and live these changes in a healthy way, being in
need of help to face the conflicts. From the participants’ reports, it was noticed
that over this reconfiguration, many questions and personal conflicts lived by
the family members are suppressed or neglected due to the priority given to the
patient care.
d. Conclusions
The meetings configure a time to welcome, listen and exchange experiences
among the attendees, promoting the comprehension of the conflicts and con-
tributing to a more humanized care. The welcome enables the creation of new
therapeutic possibilities, which take the patient and his families’ necessities

into consideration, deriving from the comprehension of the family context and
its peculiarities. National and international associations need to develop and
promote appropriate standards and training professionals for the adequate
psychosocial prescription of these patients.

PO-494
Adolescents and children with CKD: adherence, coping strategies and
perception of parental relationship
G.L. Splívalo(1), V. Nielsen(1), M. Adragna(2), M.D.L.A. Bel(2)
(1) National Pediatric Hospital " Dr. Juan P. Garrahan", CABA, Argentina; (2)

National Pediatric Hospital, ,

a. Objectives
To evaluate the relation between adherence and coping strategies in adoles-
cents and parents and child perception of parental relationship.
b. Methods
Transversal, observational, prospective. July 2014 - 2015. Patients (p): 8 to 18
years old, CKD candidates for renal transplant in evaluation. Excluded: cog-
nitive impairments and refused to partipate.
Individual interviews with patients and parents. Objective adherence: clinical
records and doctor opinion. Instruments: Coping self report in relation with
adherence (Val Jimenez); Questionnaire of disease and treatment characteris-
tics, The argentine children coping questionnaire for 8 to 12 years old (Richaud
de Minzi, 2006); The argentine adolescent coping questionnaire(Richaud de
Minzi 2003), The coping strategies questionnaire (Sandin y Chorot, 2003);
The argentine scale of child perception of parental relationship for 8 to 12 years
of age (Richaud de Minzi, 2007), Argentine scale of adolescent perception of
parental relationship (Richaud de Minzi, 2005).
c. Results
47 adolescents (A) and 11 children (Ch).
A group: 26 girls, 12 to 17 years, Objective adherence perception: 72%,
Parents (P) subjective perception of adherence: 68%.
Self adherence perception: 67% of the adherent A (23/34) recognized them-
selves as adherent but 32% not. 84% of the no-adherent A (11/13) considered
themselves adherents. P of adherent A: 72% recognized them as adherent. P of
no adherent A: 28% considered them adherent.
Perception of the parental relationship: acceptable control: 81%, pathological
control: 19%, extreme autonomy:0%
Ch group: 6 girls, 8 to 11 years. Objective adherence perception: 82%, sub-
jective adherence perception: 73%. P subjective perception of adherence: 73%.
Perception of the parental relationship: acceptable control: 91%, pathological
control: 9%, extreme autonomy: 0%
d. Conclusions
Its necessary to focus the work in the 84% of no adherent adolescents that
perceived themselves as adherent to modify behaviors aimed to improve treat-
ment accomplishment

24 - CKD: Cardiovascular morbidity, infections

PO-495
Impact of end stage renal disease (ESRD) on systolic myocardial function
in children
M.H. Rahman, A.A. Mamun, R.R. Roy, G. Muinuddin
Bangabandhu Sheikh Mujib Medical University, Dhaka, Bangladesh, Dhaka,
Bangladesh

a. Objectives
To assess the impact of end stage renal disease (ESRD) on systolic myocardial
function in children.
b. Methods
This cross sectional study was carried out in the department of pediatric ne-
phrology, Bangabandhu Sheikh Mujib Medical University, Dhaka,
Bangladesh from January 2014 to December 2014. Thirty children aged 1 to
18year having end stage renal disease (ESRD)(eGFR <15ml/min/1.73m2)
were included in the study and thirty age and sex match healthy children with

Pediatr Nephrol (2016) 31:1765–1983 1923



no clinical evidence of renal and cardiovascular disease were taken as com-
parison group to see the difference in systolic myocardial function. Children
with congenital heart disease, renovascular hypertension and arterio-venous
fistula were excluded from the study. All the patients underwent color doppler
echocardiography by an expert pediatric cardiologist for evaluation of systolic
myocardial abnormalities. Left atrial diameter, Left ventricular structure and
Left ventricular function were outcome variable.
c. Results
Out of Thirty children with end stage renal disease, 21(70%) were male and 9
(30%) female. Fifty three percent patients belonged to 11-15 year group and
their mean age at presentation was 12.23±3.20 year and in comparison
group,45% belonged to 11-15 year group and their mean age at presentation
was 10.76± 5.25 year. Between case and comparison group, statistically sig-
nificant difference were observed in relation with LA (26.67 ± 6.86 mm, 17.40
± 5.98mm), LVIDd (46.23 ± 7.28mm, 33.59 ± 7.40mm), LVIDs (30.19 ±
7.06mm, 21.21 ± 5.45mm), IVSd (8.34 ± 2.44mm, 21.21 ± 5.45), IVSs
(10.67 ± 2.45mm, 7.88 ± 2.55mm) LVPWd (8.10 ± 2.03mm, 5.52 ±
2.005.52 ± 2.00mm) and LVPWs (12.31 ± 2.44 mm, 8.38 ±1.64
mm)(p<0.001) but no difference in relation to FS (36.33 ± 6.09%, 36.47 ±
4.92%) and EF (63.50 ± 11.16%, 64.47 ± 9.06%) (p- 0.934 & p- 0.754
respectively).
d. Conclusions
It can be concluded from this study that, in ESRD children left ven-
tricular structural abnormalities were more frequent than systolic func-
tional changes.

PO-496
High rate of abnormal left ventricular mass index (LVMI) among paedi-
atric dialysis patients
A. Mudi(1), C. Dickens(2), D. Ballot(2), C. Levy(2)
(1)University of theWitwatersrand and BayeroUniversity, Kano, Johannesburg,
South Africa; (2) University of the Witwatersrand, Johannesburg, South Africa

a. Objectives
LV changes are common in children on chronic dialysis. Increase in LVMI has
been associated with poor blood pressure control and may lead to poor systolic
function. In our clinic, cardiovascular problems are the main reason for exclu-
sion from the transplant list.We aimed to determine the rate of abnormal LVMI
in our dialysis patients.
b. Methods
27 children (5 - 18 y) on chronic dialysis had a general examination, height,
weight, blood pressure and 2D directedM-mode echocardiography performed.
The left ventricular end diastolic dimension (LVEDD), intraventricular septum
thickness at end diastole (IVSd), the left ventricular posterior wall thickness at
end diastole (LVPWd) and the left ventricular ejection fraction (EF) was de-
termined for each child.
The left ventricular mass (LVM) and relative wall thickness (RWT) were
calculated using the following formulae:

LV Mass gð Þ ¼ 0:8 1:04 LVEDD þ IVSd þ PWd½ �3−LVEDD3
� �h in o

þ 0:6RWT ¼ 2*PWd=LVEDD

LVMI was indexed to body surface area and interpreted for sex. Abnormal
LVMI was classified into mild, moderate and severe. The left ventricular
geometry of the heart was determined from the RWT and classified into nor-
mal, concentric remodelling (CR), concentric hypertrophy (CH) and eccentric
hypertrophy (EH).
c. Results
Mean age 12.2 years ± 3.8; male: female ratio 1.45:1; HD 20/27; PD
7/27; median duration of dialysis 15 months (5-50). 21/27 had hyper-
tension; 18/27 had an abnormal LVMI of which 10/18 had a severe
abnormality. 14/27 had CH, 4/27 had EH and 4/27 had CR. 4/27 had
a low EF (<45%). For every unit increase in MAP beyond 80 mmHg,
LVMI increased by 0.5 g/m2 (p=0.009). There was no association
between LVMI and mode or duration of dialysis.

& Pattern of LV geometry
d. Conclusions
A high rate of LVMI was observed in our cohort. Only MAP had a sig-
nificant positive correlation with LVMI. We recommend the use of MAP
for the assessment of blood pressure control and predicting risk for abnor-
mal LVMI.

PO-497
Concordance of Measures of Left-Ventricular Hypertrophy
H. Cho(1), H.G. Kang(2), K.H. Han(3), S.H. Kim(4), M.H. Cho(5), J.I. Shin(6),
Y.S. Park(7), I.S. Ha(2)
(1) SamsungMedical Center, Seoul, South Korea; (2) Seoul National University
Children's Hospital, Seoul, South Korea; (3) Jeju National University Hospital,
Jeju, South Korea; (4) Pusan National Univesity Children's Hospital, Pusan,
South Korea; (5) Kyung National University Chilren's Hospital, Daegu, South
korea; (6) Severance Children's Hospital, Seoul, South Korea; (7)AsanMedical
Center, Seoul, South Korea

a. Objectives
Children with chronic kidney disese (CKD) has been known to be a high risk
group of cardiovascular disease, and cardiac death is most commom cause of
death in chidlren with renal replacement therapy. Left-ventricular hypertrophy
(LVH) is an early marker of cardiovascular disease in pediatric CKD, and the
prevalence of LVH in pediatric CKD is about 20-30 % of pre-dialysis CKD
patients. However, there is no consensus on the ideal method of defining LVH
in the pediatric CKD patients. Previous studies usually used LV mass indexed
to 2.7 (LVMI 2.7) > 38 g/m 2.7 to diagnose LVH. Recently, age-specific refer-
ence valuse for LVMI > 95% and LVwall-thickness z-score > 2.00 were used.
The aim of this study was to evaluate the concordance between each
measurement.
b. Methods
Total 329 children with CKD were enrolled, and echocardiogram reports were
reviewed. Kappa statics were used to analyze the concordance.
c. Results
According to LVH diagnosis with LVMI > 38 g/m2, 159 patients (48.3 %)
were diagnosed with LVH, and prevalence of LVH was higher in younger
patients comparing older children. Using LVMI > 95 %, 106 patients (32.2
%) were compatible with having LVH, and there was no difference in the
prevalence of LVH according to the age. Thirty patients (9.1 %) were diag-
nosed with LVH using wall-thickness z-score > 2.00. There was poor concor-
dance between the diagnosis of LVH using LV wall-thickness z-score and
diagnosis of LVH using LVMI2.7 method.
d. Conclusions

It is important to make a consensus method for diagnosis of LVH in children

with CKD, and future study to evaluate the association between LVH and

cardiac functgion is necessary.
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PO-498
Skin microvascular dysfunction as an early cardiovascular marker in pri-
mary hyperoxaluria type I after combined liver-kidney transplantation.
L. Dubourg(1), A. Bruel(2), J. Bacchetta(2), A.L. Leclerc(2), T. Ginhoux(3), D.
Sigaudo-Roussel(4), P. Cochat(2)
(1) Exploration Fonctionnelle Rénale et Métabolique, Groupement Hospitalier
Edouard Herriot, Hospices Civils de Lyon andUMR 5305 / Université Claude
Bernard Lyon 1, Lyon, France; (2) Centre de Référence des Maladies Rénales
Rares, Service de Néphrologie et Rhumatologie Pédiatriques, Hospices Civils
de Lyon, Lyon, France; (3) EPICIME-CIC 1407 de Lyon, Inserm, Service de
Pharmacologie Clinique, CHU-Lyon, Bron, France; (4) UMR 5305 /
Université Claude Bernard Lyon 1, Lyon, France

a. Objectives
Primary hyperoxaluria type I (PH1) is caused by a deficiency of the liver
enzyme alanine-glyoxylate-aminotransferase resulting in an excessive produc-
tion of oxalate leading to hyperoxaluria, progressive renal failure followed by
oxalate deposition in all tissues. Combined liver and kidney transplantation
(CLKT) is still the treatment of choice of PH1 with end-stage renal failure.
However both systemic oxalosis and transplantation are high cardiovascular
risk conditions. The aim of the study was to investigate early endothelial and
vascular dysfunction in young CLKT-PH1 patients compared to renal graft
patients (RT) and to controls.
b. Methods
We assessed non-invasively skin microvascular function by laser Doppler
flowmetry before and after stimulation by thermal or pharmacological
(nitroprussiate (SNP) or acetylcholine (ACH)) stimuli in young CLKT-PH1
and RT patients, and compared to normal results obtained in a cohort of 96
healthy subjects (mean age 14.2, 44 males, normal renal function). Non-
parametric tests were used as statistical method.
c. Results
6 CLKT (4 males, mean age 14.2) and 6 RT (3 males, mean age 12.0) were
evaluated. Estimated glomerular filtration rate was similar in CLKT and RT
(76 vs 81 ml/min/1.73 m2, p=0.63).The endothelium-independent vasodilata-
tion (SNP) was severely decreased in CLKT-PH1 compared to RTand controls
(p=0.01). ACH response (expressed as ACH/SNP) was increased in CLKT
(p=0.01) compared to controls whereas thermal response (initial peak and
delayed plateau) was not significantly changed.
d. Conclusions
CLKT patients have a severely decreased smooth muscle capacity to
vasodilate. An exacerbated endothelial-dependent vasodilation without
changes of thermal-induced vasodilation suggests the role of a silent in-
flammation in the early dysfunction of microcirculation observed after
CLKT. We need to confirm these results and to go further to decipher
the mechanisms involved.

PO-499
Factors associated with increased Left Ventricular Mass Index in
Children and Adolescents with Chronic Kidney Disease Class 3, 4 and 5
caused by Congenital anomalies of kidney and Urinary Tract (CAKUT).
V. Belangero, R. Santoro, L. Anna, S. Rigatto, A.P. Damiano
Unicamp, Campinas, Brazil

a. Objectives
INTRODUCTION- Cardiovascular disorders are frequent sequelae in pa-
tients with chronic kidney disease (CKD). Complications are accompanied
by structural heart changes, and increased left ventricular mass, one of the
earliest.
OBJECTIVES- To analyze the left ventricular mass index (LVMI) and its
relationship with clinical and laboratory data in children and adolescents diag-
nosed with CKD secondary to CAKUT.
b. Methods
A retrospective study was cross-sectional in patients between 5 and 18 years
with CKD stages 3, 4, and 5. Doppler echocardiogram, Carotid Ultrasound
and reviewing medical records were performed for clinical and laboratory
information.

c. Results
Evaluated 53 patients, 28 (52.8%) boys. average age 10.66 years (±3.6).
The increase of LVMI occurred in 17 patients (32%) and was significantly
associated with Stage V (p = 0.006; OR = 6.53, CI = 1.59 to 26.8), anemia
(p = 0.02; OR = 3.93, CI = 1.14 to 13.53) and increased LDL-cholesterol
(p = 0.04, OR = 4.36, CI = 1.03 to 18.39). The logistic regression analysis
showed that only the stage V was significantly associated with increased
LVMI. Hypertension, oliguria, albumin, a slowing of kidney function and
measure the thickness of the carotid intima-media showed no statistically
significant association.
d. Conclusions
In children and adolescents diagnosed with CKD secondary to MFTU, be in
the stage V, duration of anemia and increased LDL-cholesterol significantly
increase the risk of increased LVMI.

PO-500
Cardiorenal syndrome type 4: evolution of six pediatric patients
F.B. Oliveira, A.O. Silva, O.V.B. Andrade, M.T. Silva, L.H. Catani
Santa Casa de São Paulo, São Paulo, Brazil

a. Objectives
Cardiorenal syndrome type 4 (CRS4) refers to the clinical scenario of chronic
kidney disease (CKD), resulting in chronic changes in cardiac structure or
function. Here, we describe pediatric cases of CRS4 followed at our hospital
between 2008 and 2016.
b. Methods
Retrospective study of six children (4-15 years of age; mean, 10.5 ± 4.0 years)
with stage 5 CKD and chronic cardiac dysfunction.
c. Results
The main etiology was primary glomerulopathy in 4 patients; focal seg-
mental glomerulosclerosis (FSGS) in 2); minimal change disease in 1;
membranoproliferative glomerulonephritis in 1; and grade IV lupus ne-
phritis in 1. Another had advanced renal dysfunction of undetermined
cause (inconclusive renal biopsy). All patients had anemia or periods of
volume overload, as well as left ventricular hypertrophy or ejection frac-
tion (EF) < 50% (mean, 32.8 ± 10.4%). Five patients had arterial hyper-
tension and required treatment with carvedilol and antihypertensive
drugs. Three patients had undergone transplantation: one developed acute
kidney graft rejection due to thrombosis and showed relative improve-
ment in cardiac function; and the other two evolved to acute cellular
rejection and recurrence of the underlying disease (FSGS). Despite partial
recovery of the graft, the last two demonstrated significant increases in EF
(from 28% to 67% and from 40% to 70%, respectively), even a few days
after transplantation. Two children who had not undergone transplanta-
tion died during follow-up due to hemorrhagic and cardiogenic shock,
respectively.
d. Conclusions
Cardiovascular diseases constitute the leading cause of morbidity and
mortality in CKD patients. In patients with CRS4, cardiac parameters
improve after kidney transplantation. It is essential that nephrologists
and cardiologists collaborate in the management of patients with CRS4,
through strict control of risk factors, with appropriate monitoring and
individualized interventions.

25 - Chronic dialysis

PO-501
Peritoneal dialysis catheters outcomes in children under age 2 initiating
peritoneal dialysis for ESRD
P. Imani, J. Carpenter, M. Brandt, M. Braun, S. Swartz
Texas Children's Hospital/Baylor College of Medicine, Houston, United States

a. Objectives
Peritoneal dialysis (PD) is a safe and preferred dialysis modality for infants
with end stage renal disease. Catheter placement success rates and
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complications in infants initiated on chronic PD are not well described. We
hypothesized that the specific primary renal disease does not impact PD cath-
eter outcomes and aimed to identify factors that are associated with initial
catheter failure.
b. Methods
A retrospective chart review of all children under the age of 2 years who
were initiated on chronic PD for ESRD between 2002 and 2015.
Logistic regression analyses were used to establish factors associated
with catheter complications and Kaplan-Meier survival curves to esti-
mate catheter life.
c. Results
25 children with PD catheters placed for chronic dialysis were identified.
10 (40%) with obstructive uropathy, 7 (28%) hypoplasia/dysplasia, 6
(24%) autosomal recessive polycystic kidney disease (ARPKD), and 2
(8%) congenital nephrotic syndrome. 60% (15/25) initiated chronic PD
within first month of life. There were 25 initial catheters with 2286 PD
catheter days. We identified 34 catheter complications associated with
the initial catheters. 18% of the catheter complications were infection-
related.
There was no significant association between primary renal disease and
peritoneal dialysis catheter complications or catheter survival. Children
whose PD catheters were used within 3 days of catheter placement had a
higher number of catheter-related complications with the initial catheter
compared to children whose catheters were used later, p=0.0035. PD
catheter survival was better when the child was more than 1 month old
at the time of PD initiation and if the catheter was not used within 3 days
of placement.
d. Conclusions
Primary renal disease is not a predictor of PD catheter outcomes. When pos-
sible, PD catheters should be allowed to heal for at least one week prior to use
to reduce risk of complications.

PO-502
Development of Support System for Home Peritoneal Dialysis Patients:
Addition of Handwriting Input Function to a home PD patient's record
A. Okawa(1), T. Umeda(2), A. Maekawa(1), M. Kondoh(1), K. Asaba(1), K.
Okayama(2), T. Gomi(2), M. Takahata(3)
(1) Nagoya University, Nagoya, Japan; (2) Kitasato University, Sagamihara,
Japan; (3) Chukyogakuin University, Mizunami, Japan

a. Objectives
Peritoneal Dialysis (PD) patients visit the hospital once or twice per
month.This increases the health care administration burden, such as prevention
of infection or monitoring of the quantity of dialysis.PD patients must input
many records for health care administration, and a means for easy input of
these records is required. We have developed a system by which PD patients
can simplify the input of record notes.Furthermore, we have built a system that
can monitor the input record notes from the medical institution side via the
Web.
b. Methods
A system was developed using Apache as the server, MYSQL as the database,
and PHP as the script development language.A tablet-type pen input device
can be used to directly take in a patient’s own handwriting contents, such as
dialysis liquid before and after use, water removal, and time required for
exchange of the dialysis waste fluid, blood pressure, etc.In addition, the notes
are connected with other patient information in the medical institution through
the Web.
c. Results
Text conversion of input characters and numerical values written by the
in-home PD patient was carried out.The handwritten information could
be browsed along with related information at the medical institution via
the Web.Conferencing between the PD patient and medical staff could
be performed easily via the Web.The recognition rate of the hand-written
input records had an average of 91.8% in the Japanese language.The
recognition rate of numbers was 89.5%. Many PD patients are 55â'–

â'65 years old, making easy operation and a legible PC display
necessary.

& IPNA2016-System-OKAWA

d. Conclusions
This system facilitates constant monitoring of PD patient’s record notes from
the medical institution via the Web.Moreover, preservation of these records as
paper copies is also possible.

PO-503
Development of Support System for Home Peritoneal Dialysis Patients:
System Evaluation with the Web Usability Scale (WUS)
T. Umeda(1), A. Okawa(2), A. Maekawa(2), K. Okayama(1), M. Kondoh(2), T.
Gomi(1)
(1) Kitasato University, Sagamihara, Japan; (2) Nagoya University, Nagoya,
Japan

a. Objectives
Home Peritoneal Dialysis (PD) allows patients to continue their social life, but
these patients must be able to provide health-related information to themedical
facility. However, management of medical information is difficult for home
PD patients.We developed a system to input and exchange information be-
tween themedical institution and patient via the Internet. In our previous study,
we developed an Internet-based support system for home PD patients. This
system allows medical information input by the patient to be exchanged be-
tween medical facilities and medical staff. Here, we evaluate the developed
system.
b. Methods
A home PD support system was developed using PHP, the Apache web server,
and theMySQL database.We used theWebUsability Scale (WUS) to evaluate
this system according to seven items:“Impression,” “Usability,” “Reliability,”
“Operativity,” “Composition,” “Display,” “Responsibility,” and the
“Average.”The total of 21 questions in each of three questionnaires and the
“Average”were given scores up to 5 points.The systemwas evaluated by eight
subjects aged 22â'–â'77 years old (average age, 40.3 years old, male:female
ratio, 5:3).
c. Results
The task achievement quotient was 100%. All seven evaluation items had
scores >â'4 points. In addition, the “Average” evaluation score of the
seven items was 4.49 of 5 points. “Operativity” had the highest score of
4.75 of 5 points, while “Impression” had the lowest score of 4.2 of 5
points.All eight evaluators responded that they would use the developed
system for home PD.
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d. Conclusions
Our system obtained high scores onWUS evaluation.Based on the evaluators’
comments, improvement in use by the elderly would be expected by raising
PC operativity using large characters and a touch panel.

PO-504
Dialysis catheter-related infection in small weight pediatric patients.
F.I. Fadel, A.M. Hagras, S.M. Sabry, H.A. Ahmad, A.S. Zeid, A.M. Salem,
E.A. Abdalazim
Pediatric department - Cairo university, Cairo, Egypt

a. Objectives
This study aimed atdescribing the dialysis catheters related infection (vascular
catheters and peritoneal catheters) ininfants and young children weighing less
than 10 kilograms and their effect on the outcome.
b. Methods
The study included two groups of patients with end stage renal disease
(ESRD), Group (1): Twenty patients on hemodialysis (HD) and Group (2):
Eighteen patients on chronic peritoneal dialysis (CPD).Compete blood
count;C reactive protein, blood cultures and sensitivity and catheter tip cultures
were done for the HD patients. Peritoneal fluid cell count and chemical anal-
ysis, culture and sensitivity were done for the CPD group.
c. Results
Coagulase-negative Staphylococcus was the most common isolated organism
from infected patients (n=13, 65%) in group 1. Gram negative bacteria were the
most common organisms causing peritonitis mainly E-Coli (n=7, 29%) in group 2.
d. Conclusions
Peritonitis with gram negative organisms is the most common complication in
CPD patients, while infection with Coagulase-negative Staphylococcus is the
most common complication in HD patients. Infection is the leading cause of
death in all patients.

PO-505
Morbidity of early versus late presenting paediatric patients commencing
renal replacement therapy: a single-centre pilot study.
L. Plumb, M. Sinha
Evelina London Children's Hospital, London, United Kingdom

a. Objectives
A recent study from the UK renal registry (UKRR) reports that 25% of chil-
dren commencing dialysis present ‘late’ to nephrology care: within three
months of starting renal replacement therapy (RRT). Little is known about
the complications experienced by this cohort. Our objectives were to deter-
mine whether UK late presenting children (LP) experience i) greater short-
term dialysis-associated morbidity or ii) increased cumulative inpatient (IP)
days compared with ‘early presenter’ (EP) counterparts.
b. Methods
We conducted a case-note review of RRT patients at Evelina London
Children’s Hospital (ELCH) over a four-year period. Patients were
identified through the UKRR. Patients aged < 3 months were
excluded.
c. Results
Between 2009-2012,37 patients commenced dialysis at ELCH, of whom 15
LP and 12 EP were included. Male sex (40% LP vs. 58% EP) and median age
at RRT commencement (11.1 LP vs. 12.3 years EP) were similar in both
groups. A non-congenital diagnosis was more common among LPs (11 LP
vs. 3 EP, p=0.021). The majority of patients received peritoneal dialysis ini-
tially (60% LP vs. 64% EP); 53% of LP patients changed modality in the first
year, compared with 33% EP. A greater number of peritonitis episodes were
observed in LP children (16 LP vs. 11 EP), although similar numbers of
catheter changes were seen. Temporary haemodialysis catheters were required
in 2 LP patients. One line infectionwas seen (LP patient). PICU admissionwas
required in 2 LP patients. Total length of stay (55.93 vs. 55.92 days) as well as
number of admissions (4.9 vs. 5.5) was not significantly different between LP
and EP groups.

d. Conclusions
Change of dialysis modality and peritonitis episodes appeared more common
in LP patients, suggesting potential compromises to chronic dialysis care.
Despite this, no apparent differences were seen in total IP days or admission
frequency. Further multi-centre research to delineate the burden of late presen-
tation for patients is needed.

PO-506
PD Catheter removal post-transplant - a pain in the backside?
A.P. Maxted, B. Davies, D. Colliver, A. Williams, A. Lunn
Nottingham Children's Hospital, Nottingham, United Kingdom

a. Objectives
Peritoneal dialysis (PD) is a well used form of renal replacement therapy and
the practice of leaving catheters in situ post transplantation widely accepted.
We present a rare complication, with a child presenting with anal protrusion of
the PD catheter.
b. Methods
The patient is an 11 yr old boy with a background of renal dysplasia and
congenital cutis laxa. A Covidien Argyle Swan Neck Curl Cath was inserted
and dialysis was uncomplicated. 23 weeks after dialysis was commenced the
patient underwent a renal transplant.
13 weeks post-transplant, the patient felt an unusual sensation after defecation.
The curled end of the catheter was seen protruding from the anus. He had an
episode of abdominal pain and reduced appetite lasting 24 hours one month
earlier, at this time he was treated for a UTI and his symptoms resolved. He
was admitted to hospital where investigations showed stable graft function and
abdominal x-ray showed no free air or dilated bowel loops. He was treated
with IV fluids and antibiotics.

& Abdominal x-ray at presentation, arrow represents PD catheter projected
over the lower pelvis

c. Results
The patient was taken to theatre and intra-operative findings showed a small
perforation of the sigmoid colon sealed off by adherence of several small
intestinal loops. This was repaired laparoscopically after removal of the distal
part of the catheter per rectum. No evidence of peritoneal contamination was
seen. He was treated with 5 days of IVantibiotics and gradual introduction of
enteral feeds. His graft function remained stable throughout.

& Intra-operative picture, showing the PD catheter entering the sigmoid colon
d. Conclusions
Timing of catheter removal varies between centres, from time of transplanta-
tion to over 3 months post-transplantation. Bowel perforation due to PD cath-
eter insertion is rare and tends to occur at time of insertion. Anal protrusion of a
PD catheter in childhood is extremely rare and unrecorded in a paediatric
patient with a connective tissue disorder.
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Our case highlights that serious complications can occur in the period between
transplantation and elective PD catheter removal and that in the immunocom-
promised patient signs can be subtle.

PO-507
analysis on factors relevant to operation success rate of internal arterio-
venous fistula used in pediatric patients with end stage renal disease
Y. Liang, H. Wang, N. Sun, Y. Shen
Beijing Children‘s Hospital, Beijing, China

a. Objectives
To make a conclusion of clinical features of arteriovenous-fistula (AVF) and
analyze the relevant factors of success rate of AVF plasty in children.
b. Methods
Collect data of patients who had AVF plasty in our hospital during June 2007
to April 2014. All the surgeries were done by the same operator. We regarded
“tremor and vascular bruit could be found at the operative site 1 week after
surgery” as success standard, all cases were divided into 2 groups: success
group and failure group. Sex, choice of surgery side and vein, anesthesia, urine
protein, model of vascular suture were assessed with chi-square statistics re-
spectively, age of surgery, inner diameter, Hb, Plt, Hct, coagulation
function(PT, Fib, APTT), Scr, Ca2+, LVEF(left ventricular ejection fraction)
were assessed with t test respectively. All patients were followed by telephone.
c. Results
(1) 41 male, 21 female, average age of surgery was 10y11m(from 2y4m to
16y1m). Protopathy: chronic glomerulonephritis was 29.03%, kidney dyspla-
sia 27.40%, nephrotic syndrome 11.29%, reflux nephropathy 11.29%, obstruc-
tive nephropathy 4.84%. (2) Average interval from diagnosis to surgery was
30.8 days. (3) General anesthesia were 42, brachial plexus block were 17. (4)
All AVF were made on forearm. Side of AVF: 58 left, 4 right. 55 were radio-
cephalic end-to-lateral anastomosis, 7 were radio-noncephalic anastomosis. (5)
Inner diameter of AVF: 22(35.5%) were 2mm, 3(4.8%) were 2.5mm, 31(50%)
were 3mm, 3(4.8%) were 4mm, 3 were unknown. (6) Success rate of surgery
was 80.65%(50/62), failure rate was 19.35%(12/62). (7) Acute complication:
6(9.7%) thrombosis, 5(8.0%) errhysis, 4(6.5%) pain and swollen, 1(1.6%)
hemorrhage, 1(1.6%) had anesthesia fingers. (8) The factors including Hb,
anesthesia, and inner diameter of AVF were related with the success rate of
AVF Plasty(P≤0.05).
d. Conclusions
Anesthesia, Hb and inner diameter of AVFmay be the predictors of the surgery
success rate.

PO-508
Infectious complications in Bulgarian children on peritoneal dialysis (PD)
D. Roussinov, P. Miteva, M. Gaydarova, T. Tzanova
Medical University, University Pediatric Hospital, Sofia, Bulgaria

a. Objectives
Infectious complications are the most common reason for hospitalization of
children on PD and the second for mortality.
b. Methods
Between 1993 and 2012 year 72 childrenwith ESRDwere treated by PD at the
only one pediatric dialysis unit in Bulgaria. In 85% CAPD was used and in
15% APD. The aim of this retrospective study is to evaluate the role of infec-
tious complications for mortality and modality failure in children on PD.
c. Results
Exit site infection was diagnosed in 16,6%. Treatment was successful in only
25% and in 75% infection progressed to subcutaneous tunnel. Tunnel infection
was registered in 11,1% and all patients were with preceding exit site infection.
It was cured in 41,6%, but was associated with peritonitis in 66,6%, phlegmon
in 25%, catheter replacement in 33,3% and switch to hemodialysis (HD) in
8,3%. Peritonitis was the most frequent complication and 99 episodes were
encountered. The rate was 1 episode/20,33 months and time to first peritonitis
12,6±17,4 months. No significant difference was found in peritonitis rate in
patients on CAPD and APD. Peritonitis was cured in 74,8%, children were

switched to HD in 20,2%, catheter replacement was needed in 3% and death
was registered in 2%.
d. Conclusions
Our experience shows infectious complications are not important factor for
mortality in children on PD, but play significant role for modality failure.

PO-509
implementation of standardized practice care bundles for insertion of
peritoneal dialysis catheters in children: impact on peritoneal dialysis
related infections in the post-op period
A. Redpath Mahon(1), R. Blaszak(2), A. Chua(3), M. Keswani(4), T.
Richardson(5), J. Rodean(5), B. Warady(6), A. Neu(7)
(1) University of Wisconsin School of Medicine and Public Health, Madison,
United States; (2) University of Arkansas for Medical Sciences, Little Rock,
United States; (3)DukeUniversity School of Medicine, Durham, United States;
(4) Northwestern University Feinberg School of Medicine, Chicago, United
States; (5) Children's Hospital Association, Kansas City, United States; (6)

University of Missouri Kansas City School of Medicine, Kansas City, United
States; (7) Johns Hopkins School of Medicine, Baltimore, United States

a. Objectives
Peritoneal dialysis related infections (PDI), including exit site and tunnel in-
fections and peritonitis, are a leading cause of morbidity and mortality in
children on chronic peritoneal dialysis. The multi-center Standardizing Care
to Improve Outcomes in Pediatric End Stage Renal Disease (SCOPE) collab-
orative seeks to decrease the rate of PDIs by increasing implementation of
standardized practice care bundles for catheter insertion, patient and caregiver
training, and follow up care and to decrease the rate of PDIs. This analysis
identifies which factors related to insertion are associated with PDIs in the
post-op period and to describe the microbiology of these infections.
b. Methods
611 catheters were inserted from October 2011 through June 2015. The pri-
mary outcome was PDI in the first 90 post-op days. The following were
compared between catheters with and without associated PDI: demographic
and surgical characteristics, characteristics of catheters and surgical technique,
Staph aureus nasal carriage and decolonization, and compliance with the in-
sertion bundle.
c. Results
PDIs were not associated with age, sex, race, history of transplant or PD
catheter insertion, or Staph aureus carrier status. More PDIs were seen in
catheters with upward facing exit sites, dressing change before 7 days post-
op and catheter use before 3 days post-op. Use of a titanium, rather than a
plastic adapter was associated with fewer infections. The primary pathogen for
exit site and tunnel infections was Staph aureus. Staph epidermis,
Enterococcus, Pseudomonas, Klebsiella, and fungus most commonly caused
peritonitis.
d. Conclusions
SCOPE standardized practice care bundle elements associated with PDIs in-
clude orientation of the exit site, dressing change within 7 days post-op, and
catheter use before 3 days post-op. Evidence also suggest that titanium
adapters are associated with fewer PDIs and maywarrant further consideration
as an item in the insertion standardized care bundle.

PO-510
Outcome of Tenckhoff catheter in children-single center experience
Y.N. Lim(1), K. Abu Bakar(2), Y.C. Yap(1), K.M. Yiaw(1), M. Appadurai(1), Y.L.
Woo(1)
(1) Hospital Kuala Lumpur, Wilayah Persekutuan Kuala Lumpur,, Malaysia;
(2) University of Malaya, Kuala Lumpur, Malaysia

a. Objectives
To study the outcome, complications and survival of Tenckhoff catheter after
implantation during chronic peritoneal dialysis.
b. Methods
A retrospective analysis of end stage renal disease (ESRD) children who
opted for chronic peritoneal dialysis at Paediatric Institute Hospital Kuala
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Lumpur from 2010 to 2015 was performed. Catheter-related problems
such as mechanical and infectious complications, and catheter loss were
observed over a one year period. Early complications occur less than 3
months of insertion.
c. Results
Total number of patients included in this study was 46. Fifty percent
were male. The mean age was 11.82 years. In term of race, Malays
predominant (n=34, 73.9%), followed by Indians (n=8, 17.4%) and
Chinese (n=4, 8.4%). Common primary disease for the development of
ESRD were glomerulonephritis (n=18, 39.1%), CAKUT (n=16, 34.8%),
unknown cause (n=7, 15.2%) and others (n=5, 10.9%). Two methods
were used for catheter implantation, laparoscopic (n=26, 56.5%) and
open (n=20, 43.5%). After Tenckhoff catheter insertion, dialysate leak
were seen in 19/46 patients, where 13/19 (68.4%) were early. Peritonitis
were seen in 8/46 (17.4%) and 2/8 (25%) were early. One year survival
rate for the catheter was 80.9%. Main reason for catheter removal were
malfunction (n=4/9) and infection (n=2/9). Overall 6 years of this study,
the Kaplan Meier survival analysis showed that the median survival time
was 18.30 months (95% CI: 13.902, 22.698).
d. Conclusions
Skilled insertion of a Tenckhoff catheter is important in ensuring survival rate
of a catheter. Peritonitis is preventable by proper training of patients and
nursing staff.

PO-511
Risk factors for peritoneal dialysis failure in children
T. Yabuuchi, Y. Akioka, K. Takizawa, Y. Tomii, N. Kaneko, K. Ishizuka, K.
Miura, M. Hattori
Tokyo Women's Medical Univ, Shinjuku-Ku, Tokyo, Japan

a. Objectives
Recent advances in themanagement of peritoneal dialysis (PD) have improved
survival rates in children with end-stage renal disease (ESRD). However, PD-
related complications which lead to PD failure still remain major problems.We
examined risk factors for PD failure.
b. Methods
A retrospective review of patients undergoing PD catheter insertions at our
institute from 2006–2015 was performed. Risk factors for PD failure, which
was defined by PD catheter replacement and/or conversion to transient or
chronic hemodialysis. The following variables were evaluated: sex, age (<5
years), residual renal function (eGFR <10 ml/min/1.73m2), serum total protein
(<6.0 g/dl), serum albumin (<3.0 g/dl), previous abdominal surgery, laparo-
scopic technique, omentectomy at catheter insertion, and peritonitis. Statistical
analyses were performed by the log-rank test and Cox regression proportional-
hazards analysis.
c. Results
A total of 33 children with a median age of 12.0 years underwent PD catheter
insertion. Overall median of PD duration was 2.2 years. During the follow-up
period, PDwas continued in 12 patients and renal transplantation was performed
in 21. No patients died or were transferred to chronic hemodialysis. During a
total of 85.7 patient-years, the incidence of peritonitis was 0.12 per patient-years,
which was lower than 0.67 reported in the International Society for Peritoneal
Dialysis guidelines. The catheter survival rate was 87.4% at 1 year, 76.8% at 3
years and 61.4% at 5 years. PD failure occurred in 9 patients due to peritonitis
(four patients), catheter dislocation (two patients), exit site infection (two pa-
tients), and leakage (one patient). Cox regression analyses identified age (<5
years) and peritonitis as risk factors associated with higher rates of PD failure.
d. Conclusions
Age (younger than 5 years) at initiation of PD and peritonitis are risk factors
associated with PD failure in children with ESRD.

PO-512
pH regulates the expression of aquaporin-1 by activating transcription
factor SPIB
Y. Zhai, H. Xu
Children's Hospital of Fudan University, Shanghai, China

a. Objectives
Aquaporin-1 (AQP-1) is widely distributed in the peritoneum of uremia pa-
tients on peritoneal dialysis. The previous study found that peritoneal meso-
thelial AQP-1 abundance and migration capacity is regulated by pH and buffer
agents used in PD solutions and the regulation of expression of AQP-1 by pH
is at the transcriptional level. This study explores the mechanism of transcrip-
tional regulation of AQP-1 by pH.
b. Methods
A series of luciferase reporter constructs containing fragments from the 4-kb
region upstream of AQP1 were cloned into the pGL3-basic vector, and lucif-
erase activity was measured after transfection of these constructs into HEK
293T cells. The JASPAR was used to predict the transcription factor biding
sites in this region and the siRNA against the predicted transcription factors
were used to determine the specificity of the transcription factor.
c. Results
The highest activity was associated with the −2200 to −2300 bp fragment,
indicating that it contained regulatory elements critical for the transcription of
AQP1. The 0 to -1000bp fragment was found to be the necessary fragment for
the transcription. JASPAR predicted 8 potential transcription factors.
Interfering the expression of transcription factor SPIB by siRNA showed de-
creased activity of luciferase.
d. Conclusions
SPIB is the potential transcription factor involved in pH regulating AQP1.
Performing this study is beneficial to creating more biocompatible PD solu-
tions with respect to better pH and buffer types, thus can preserve long-term
peritoneum function and extend life to PD patients.

PO-513
Vitamin supplementation policies in pediatric dialysis patients across
Europe
R. Tijssen, M. Oosterveld, J. Groothoff
Academic Medical Center, Amsterdam, Netherlands

a. Objectives
Children on dialysis are at risk of important deficiencies in water-soluble
vitamins and trace elements, which can cause a manifold of disease manifes-
tations. Despite recommendations for supplementation, little attention has
been paid to this topic. We aimed to examine vitamin and trace elements
supplementation policies for pediatric dialysis patients across Europe, with
the exception of vitamin D.
b. Methods
A 20 item questionnaire was developed using SurveyMonkey®, an online
survey application, and sent to the 37 ESPN/ERA-EDTA country representa-
tives, with the request to forward it to all pediatric dialysis centers in their
country. Reminder mails were sent after several weeks.
c. Results
Thirty-six pediatric dialysis centers from 18 countries returned the
questionnaire. We found that 89% of respondents prescribed or advised
some kind of supplementation (vitamins A, B, C, E, K, zinc, copper
and/or selenium). Of the respondents who prescribed supplementation
approximately 60% did so to all their patients whereas 40% only pre-
scribed supplementation when deemed indicated. We found that 40% of
respondents prescribed multivitamin preparations only. Half of these
preparations were formulated for adults. All multivitamin preparations
prescribed contained vitamin B9. Another 40% prescribed only separate
vitamins. Vitamin B9 was prescribed by 84% of the ‘separate vitamin’
group. Vitamin B9 was the most frequently prescribed vitamin. Not one
vitamin was prescribed by all respondents. We found no significant
difference concerning the composition of vitamin preparations between
HD and PD patients. Thirty-seven percent of the respondents did not
monitor vitamin and trace element levels.
d. Conclusions
There is a great diversity with regard to vitamin and trace element supplemen-
tation policies for pediatric dialysis patients across Europe. Therefore, under
and overdosing of pediatric dialysis patients possibly occurs and may have
adverse effect on the patients’ outcome.
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PO-514
Peritoneal Equilibration Test (PET) Analysis among Filipino Children on
Chronic Peritoneal Dialysis at National Kidney & Transplant Institute: A
Cross-Sectional Study
E.K. Lopez
National Kidney and Transplant Institute, Quezon City, Philippines

a. Objectives
To determine the peritoneal membrane characteristics of Filipino children by
performing PET to children on chronic peritoneal dialysis, thereby classifying
them into low, low average, high average and high transport types.
b. Methods
The protocol was approved by the Institutional Review Board of NKTI.
Purposive convenience sampling was used in this study. A PET was done to
each patient after assent/informed consent form was obtained. The data anal-
ysis was done using SSPS version 20.0. Demographics and clinical data were
expressed in frequency and percentage. Spearman correlation coefficient was
also used to determine association between PET (D/Pcrea) and possible factors
affecting its result.
c. Results
A total of 30 pediatric patients on chronic peritoneal dialysis at NKTI were
enrolled. Majority of them were predominantly adolescents; 43.3% were 16
years old and above and 36.7%were 11 to15 years old. There were 60%males
and 40% females. Chronic glomerulonephritis was the leading cause of ESRD
in 83.3%. Seventy seven percent of the population had normal body mass
index (BMI) for age percentile. PET (D/P crea) results revealed 53.3% as
low average transporters, 30% as low transporters while 16.7% as high aver-
age transporters.
d. Conclusions
Filipino children on chronic peritoneal dialysis in a specialty center were
predominantly classified as low average transporters, followed by low trans-
port type category. No significant association was identified between PET
(D/P crea) and possible factors affecting its result such as age, sex, cause of
ESRD, weight, height, BSA, BMI and duration of peritoneal dialysis.

PO-515
Pseudoaneurysms of an arteriovenus graft, treatment strategy.
V. Ferraris, J. Rabellino, P. Coccia, J. Velasco, J. Almeida, L. Rodriguez, J.
Ferraris
Hospital Italiano de Buenos Aires, Buenos Aires, Argentina

a. Objectives
To ensure adequate hemodialysis, a well-functioning vascular access is a pre-
requisite in dialysis patients. In Argentina children might be at waiting list for
kidney transplant for ages. Pseudoaneurysms represent a significant challenge
which threatens both, the arteriovenous graft (AVG) and the patient.
b. Methods
We present a patient with a successful repair of 2 pseudoaneurysms that oc-
curred at the AVG with endovascular technique in order to save an AVG in a
child.
c. Results
A 13 year old girl, presented with a well-defined round region of 2 cm diam-
eter with discoloration and pain in the AVG in the left low extremity. She had a
history of chronic renal failure secondary to renal dysplasia. She started peri-
toneal dialysis since 5 year-old. She received a deceased donor kidney trans-
plant at 10 years old, which developed a venous thrombosis with subsequent
graft loss.
Hemodialysis was initiated after kidney transplant. She went through 4 central
catheter. Finally an AGV was placed in the left femoral vein.
One year later, she started with clinically relevant localized swellings over de
AGV, hemodialysis was not impaired. Within hours, she presented progres-
sively increasing size of the AVG. Doppler-ultrasound shows 2
pseudoaneurysms of the AVG.
The patient was referred to endovascular surgeons who performed
endovascular treatment, in order to save the vascular access. This techniques
treat both AVG pseudoaneurysms with two covered stent to exclude the sacs.

The surgical procedure was successful and the patient was discharged without
any complications. The patient continued hemodialysis sessions after this for 9
month without any complications.

& Endovascular treatment with covered stent to exclude the sac.

d. Conclusions
Endovascular treatment of an AVG pseudoaneurysms with a covered stent to
exclude the sac, is a successful and safe strategy. It enables continued cannu-
lation of the existing access and avoids the use of central catheters, this is very
important especially in children with an extended life expectancy and few
hemodialysis vascular access.

PO-516
Culture-negative peritonitis in ambulatory peritoneal dialysis.
A. Suarez, A.P. Spizzirri, L. Lombardi, C. Cobeñas, O. Amoreo, M.J.
Gogorza, J. Ruscasso, J. Zalba
Hospital De Niños Sup. Sor Maria Ludovica La Plata, La Plata, Argentina

a. Objectives
Peritonitis (P) is the most frequent complication in ambulatory peritoneal
dialysis. Microbiological diagnosis is of paramount importance. However,
10-30% of cultures can be negative, and this could result from: use of antibi-
otic prophylaxis (AP), inadequate handling or laboratory procedures of efflu-
ent sampling or high ambient temperatures. Outcome is generally good.
Reducing the rate of culture-negative P (CNP) constitutes a challenge for
APD programs.
Objectives: to analyse the prevalence of CNP, associated risk factors and
outcome.
b. Methods
We revised the clinical charts of 97APDpatients (105 treatments) assisted between
November 1994 and February 2016. A total of 141 P were diagnosed: 85 (60.3%)
were culture-positive (CPP) and 56 (39.7%) CNP. We compared: a) use of con-
comitant AP; b) delay in laboratory processing due to long transport times (>300
Km distance), and c) outcome of CNP, as judged by number of relapses, need of
catheter removal or switch to HD. Laboratory procedures were practiced in the
same center. Statistic analysis was performed using chi-square testing.
c. Results
AP at diagnosis of P was detected in 32/56 (57.1%) CNP and 30/85 CPP
(p: 0.025). Long transport time (>300 km distance) was detected in 28/56
(50%) CNP and 28/85 (33%) CPP (p:0.053). Relapsing P was detected in
4/56 (7.1%) CNP and 19/85 (22.3%) CPP (p:0.082). In 4/56 (7.1%) CNP
and 19/85 (22.3%) CPP catheter removal was performed (p:0.02) and
switching to HD occurred in 1/56 (1.7%) CNP and 11/85 (12.9%) CPP
(p:0.02).
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d. Conclusions
Although we detected a high rate of CNP, overall outcome was good. The
main risk factor was the concomitant use of AP. Catheter removal or switching
to HD was needed in very few patients.

PO-517
Continuos Ambulatory Peritoneal Dialysis (CAPD) in pediatric patients:
Results of 30 years experience (1984-2014) in Valencia. Venezuela.
N. Orta, V. Coronel, E. Lara, L. Dominguez,M. Ortega, C. Uviedo, M. Reyes,
H. Marcano
University of Carabobo, Valencia, Venezuela

a. Objectives
Main aim: to evaluate long term results of a CAPD program in a developing
country. Specific objectives: to determine actuarial survival patients and cath-
eter, complications and causes of discontinuation.
b. Methods
146 patients were included. Epidemiological aspects recorded: age, gender,
etiology, complications, outcome and actuarial survival (Kaplan Meier)
c. Results
Age range: 2-18 years, Mean 10,8 +/- 6.9; 77 males (53%), 69 females (47%),
57 cases were 5-10 years of age (39%) and 47 were 11-15 (32%). Etiology:
glomerulopathies 58 cases (40%), uropathies 40 (27%), heredo-familial D 12
(8%) and others or unknown causes 36 (25%). Complications: Peritonitis
(72%), 1 episode of peritonitis/patient/14.9 months; infection of the catheter
tunnel 9%, infection of the catheter exit site 6%, cardiovascular
descompensation and hydroelectrolitic disorders.
Peritonitis etiology: Staphilococus 28% (Aureus 20% and Epidermidis 8%), C
Albicans 13%, Pseudomona A 9%, others 1%, (documented 51%); non doc-
umented or negative cultures 49%. Actuarial survival of patients:
89,78,72,68% at 1,2,3,5 years. Actuarial survival of catheter (Tenckhoff):
82,64,60,57% at 1,2,3,5 years respectably.
33% of patients were kidney transplanted, 30% either died because of compli-
cations or lost of follow up, and 37% are in the program on a long term basis.
d. Conclusions
Long term results of CAPD program are presented in a pediatric series.
Epidemiological aspects are exposed; complications of the technique, and A
survival -patients and catheter- are similar to reports of both, developed and
developing countries. CAPD is a valid alternative for children and adolescente
with ESRD in developing countries.

PO-518
Long term outcome of children initiating chronic peritoneal dialysis un-
der 2 years old
L. Sylvestre(1), R. Soares(2), P. Muchau(2), M. Bueno(2), E. Vargas(3), K.
Olandoski(3), J.E. Mercado(3), E. Wladika(3)
(1) Hospital Pequeno Principe and Puc-Pr, Curitiba, Brazil; (2) Puc-Pr,
Curitiba, Brazil; (3) Hospital Pequeno Principe, Curitiba, Brazil

a. Objectives
To analyze long term outcome in children who initiated chronic peritoneal
dialysis (PD) under the age of 2.
b. Methods
Retrospective analysis of the files of all the children submitted to PD for more
than 3 months in one center, from January 2000 until December 2015. We
analyzed demographic data, underlying disease, time on PD, need to change
modality , time to transplantation, considering 2 periods – 2000 to 2007(1st)
and 2008 to 2015(2nd) We excluded children who initiated dialysis over the
age of 2, the ones who came from another center and children that made
hemodialysis (HD) as the first treatment.
c. Results
31 patients were eligible, 4 (13%) girls and 27(87%) boys. Mean age at initi-
ation of PD was 8.2 months old .Twenty one patients started on PD under the
age of 1 year old. Most patients had CAKUT as cause of End Stage Renal
Disease. Ten patients (32%) had to change from PD to HD, 7 (70%) due to
peritonitis. Mean time on PD was 18,2 months. Thirteen patients were

transplanted; mean age at the first transplant was 4 years old, after mean total
time of 37 months on dialysis. When considering the 1st and 2nd periods,
children were younger (p= 0,030) and transplanted faster in the 2nd period
(p= 0,009). The renal function was improved in 4 children, 10 (32%) patients
died, 6 on PD, 3 on HD and 1 post-transplant. At the end of the study, on
December 2015, there were still 21 alive – 4 on conservative treatment, 12
transplanted, and 5 were still on PD.
d. Conclusions
Our cohort shows predominance of male sex, ESRD associated to CAKUTas
in many other series. Need to change of method due to peritonitis is frequent in
this population. There was a long time waiting for a transplant, which is
improving in the more recent years. Even though there were 10 deaths, the
majority of patients were still alive at the end of the study, half of them with a
functioning renal graft.

PO-519
Analysis of pro-inflammatory mediators in pediatric patients with End
Stage Renal Disease with Renal replacement therapy; Hemodialysis and
peritoneal dialysis.
L. Rodriguez, J. Ferraris, P. Coccia, P. Sorroche, V. Ferraris, J. Velasco, M.
Lorenzón, J. Blazquez
Hospital Italiano, Caba, Argentina

a. Objectives
Inflammation is associated with both malnutrition and atherosclerotic cardio-
vascular disease in adults with chronic kidney disease. The aim of this study
was to investigate the possible relationship between pro-inflammatory system-
ic mediators and the type of dialysis access (hemodialysis=HD, peritoneal
dialysis=PD), time on dialysis , and dialysis modality in pediatric patients in
chronic dialysis.
b. Methods
19 patients on maintenance dialysis (PD=6 and HD=13; Mean
age:19años ,4-21; Mean time on dialysis:17 month,0-140) and 21
age and gender matched healthy controls were studied (Control
group=CG).
Inflammation was assessed by serum levels of interleukin-6 (IL-6), C-reactive
protein (CRP), tumor necrosis factor alpha (TNF-α), complement C3-C4 and
alpha1-antitrypsin (AAT).
c. Results
Compared with healthy children, dialysis patients had lower C3 values (Mean
91mg/dl,SD ±24 vs Mean CG 129,8 ,SD ±14,77mg/dl; p =<0,001) even
though between normal ranges , and higher TNF-α(Mean 27pg/ml, SD± 18
vs Mean CG 5,12pg/ml, SD± 6; p<0.001). Patients on hemodialysis by central
venous catheter had levels of IL-6 significantly lower (Mean:14,54pg/dl ;SD
±9,38) than those by arteriovenous fistulae (Mean35,31pg/ml; SD±8;
p=0.005). No significant differences were found related to time on dialysis
or dialysis modality.
d. Conclusions
Children on chronic dialysis are at increased risk of inflammation. Among the
triggers of inflammation, the complement system is of particular importance;
our results show more evidence about the involvement of complement activa-
tion in chronic dialysis children.

PO-520
Vaccination in Pediatric Dialysis Patients Across European Pediatric
nePhrology Centers
S.A. Bakkaloglu(1), Y. Ozdemir(1), F. Paglialonga(2), E. Vidal(3), C.J.
Stefanidis(4), V. Askiti(4), G. Ariceta(5), A. Edefonti(2)
(1) Gazi University, Ankara, Turkey; (2) Fondazione IRCCS Ca' Granda
Ospedale Maggiore Policlinico, Milan, Italy; (3) Padova University, Padova,
Italy; (4)A. and P. Kyriakou Children's Hospital, Athens, Greece; (5)University
Hospital Vall d' Hebron, Barcelona, Spain

a. Objectives
It was aimed to evaluate current vaccination practice in children on dialysis
across European pediatric nephrology centers.
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b. Methods
Immunization data were obtained from 17 centers of 11 countries.
c. Results
Immunization against diphtheria, tetanus, pertussis, hemophilus influenzae
type b, polio, measles, mumps, rubella, pneumococcus (conjugated vaccine)
and hepatitis B are recommended for all dialysis/CKD patients during infancy,
while vaccination practice against hepatitis A virus (HAV), varicella-zoster
virus (VZV), tuberculosis, influenza and pneumococcus may present some
differences across countries. Dialysis patients are routinely vaccinated against
HAV in nine centers (five countries). In three centers, VZV vaccine is not free
of charge; in the remaining centers, dialysis patients are routinely vaccinated
against VZV.
BCG vaccine is routinely performed in nine centers (five countries). Before
transplantation, Tuberculin or Quantiferon test is applied to dialysis patients in
11 centers (seven countries).
In 16 centers, dialysis patients are vaccinated free of charge against
Influenza, while it is paid by parents in one. Following routine pneumo-
coccal conjugated vaccine, performed in infancy in all centers, dialysis
patients are routinely vaccinated with polysaccharide vaccine in eight
centers (six countries).
Centers policy for antibody titer screening of HBV, HAV, MMR and
VZV at regular intervals after vaccination or before renal transplanta-
tion were also evaluated. HBV ab titers were checked in all centers
except one, HAV in all except five, MMR in all except six and VZV
in all except three.
d. Conclusions
Vaccinationmay be undervalued in dialysis patients, due to the complex nature
and complicated course of the renal disease. Vaccination policy and antibody
screening in dialysis patients vary among European countries and need to be
standardized. In many centers varicella, pneumococcal (conjugated/polysac-
charide) and influenza vaccines are advocated in addition to the standard
schedule.

PO-521
Influenza and Pneumococcus Vaccination Rates in Pediatric Dialysis
Patients in Europe
S.A. Bakkaloglu(1), Y. Ozdemir(1), E. Melek(2), E. Verrina(3), N. Printza(4), K.
Vondrak(5), I. Zagozdzon(6), A. Edefonti(7)
(1) Gazi University, Ankara, Turkey; (2) Cukurova University, Adana, Turkey;
(3) Giannina Gaslini Institute, Genoa, Italy; (4) Aristotle University of
Thessaloniki, Thessaloniki, Greece; (5) University Hospital Motol, Prague,
CZECH Republic; (6) Medical University of Gdansk, Gdansk, Poland; (7)

Fondazione IRCCS Ca' Granda Ospedale Maggiore Policlinico, Milan, Italy

a. Objectives
Children with chronic kidney disease (CKD) are under increased risk of influ-
enza (I) and invasive pneumococcal (P) disease and related mortality. It was
aimed to evaluate I and P vaccination rates in 2014 in European pediatric
dialysis centers.
b. Methods
In 320 prevalent dialysis patients (178 PD, 142 HD) from 17 centers (11
countries), I and P vaccination rates were recorded.
c. Results
91 dialysis (55 PD;36 HD) (28%) patients were vaccinated against P
and 130 (69 PD;61 HD) (41%) against I. Detailed information of 74
and 90 dialysis patients vaccinated against P and I, respectively, re-
vealed male predominancy, 65%-P and 63%-I. PD patients were more
likely (64%) to be vaccinated against P. I and P vaccination rates
were higher (35% and 39%) in children aged 5-13 years compared
to other age groups. Primary renal disease didn’t appear to be a
significant factor.
In 74 patients vaccinated against P, 7 pneumonia episodes were recorded, four
of whom had significant comorbidity, chronic lung disease in 2, pulmonary
hypoplasia in 1, immunosupressive treatment in 1. 4 of the patients were
vaccinated only with PCVand only one patient was <2 years old. One episode
was recorded in unvaccinated patients.

In 90 patients vaccinated against I, 10 I episodes were recorded vs. 12 episodes
in unvaccinated ones. Two vaccinated patients had comorbidity (neurological
impairment and pulmonary hypoplasia).
The higher number of P infectious episodes may be due to limited efficacy and
short duration of protection, because of the impaired antibody response to
vaccines in dialysis patients. Also we didn’t evaluate serotypes in pneumonia
episodes and influenza infection severity depends on patient susceptibility.
d. Conclusions
Despite concerns about vaccine immunogenicity, efficacy and safety, in many
European countries, P (conjugated/polysaccharide) and I vaccines are advocated
in addition to the standard schedule. I and P vaccination rates in European
pediatric dialysis centers are higher compared to North American centers.

PO-522
Atypical hemolytic uremic syndrome (aHUS) in a 3-month old anuric
patient: folow up in daily hemodialysis
E. Hatanaka, C. Rogow, N. Cruz, P. Nussenzveig
Hospital Infantil Darcy Vargas, São Paulo, Brazil

a. Objectives
To describe the findings of an anuric male infant with aHUS in daily hemodi-
alysis (HD), including clinical and dialysis-related complications since his first
session in July 2014, and improvements after starting eculizumab.
b. Methods
Review of patient’s records and literature concerning dialysis complications in
pediatric patients with aHUS. Analysis of laboratory upgrades and number of
transfusions, pre and post use of eculizumab.
c. Results
This patient presented with edema, anuria and altered renal function with 3
months of age, with no history of diarrhea. He developed microangiopatic he-
molytic anemia and thrombocytopenia, when the diagnosis of aHUS was con-
sidered. Renal biopsy revealed collapsing glomeruloesclerosis. ADAMTS 13
level was normal. He required daily HD due to anuria and stage 2 hypertension.
Eculizumab was started at October 2014, firstly in a 21-day interval, then twice a
month. Hematological findings have improved, even during infections, reducing
transfusions. Haptoglobin and lactate dehydrogenase became stable. He needed
so far 50 blood products transfusions, with hyperferritinemia as consequence. He
had 3 exchanges of HD catheter: for dysfunction, colonization and cuff extrusion
and 2 catheter related infections, due to Elizabethkingia meningoseptica and
Delftia acidovorans, without clinical complications – both rare causative agents
described in immunocompromised. In order to achieve nutritional improvement,
besides medication administration (he receives 7 anti-hypertensive agents) a
gastrostomy was performed at age 10 months. His weight is now 10.9 kg, and
he is active for renal transplantation.

& kidney biopsy of the patient
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d. Conclusions
Despite of being a rare cause of end-stage kidney disease, aHUS is increas-
ingly being diagnosed and treated, even in very young patients, with docu-
mented benefits. Although receiving daily HD treatment, and in spite of an
immunocompromised status, he have had only 02 catheter related infections
during the period.

PO-523
Case report: Dialysis adequacy using functional echocardiography
P.C. Albuquerque, C. Gallafrio, M.V. Santos, M. Do Val, A.L. Abreu, M.C.
Santos, M.C. Andrade, P. Nogueira
Unifesp, sao paulo, Brazil

a. Objectives
Introduction: The cardiovascular disease is an important cause of mortality and
morbidity in cronic kidney disease (CKD), and the left ventricular hipertrophy
(LVH) is a common complication. Some factors that predispose LVH comprise
hypertension, increase BMI, anemia, hyperthyroidism and hemodialysis (HD)
(PAGLIALONGA, et al, 2014). Reach the dry weight to avoid fluid overload
with clinical manifestations and control the interdialitic weight gain is a chal-
lenge, especially in pediatrics, due the growth of pacients. One of strategies for
adjustment of volemic fluid in these patients is the fuctional echocardiography
(FE), using the ejection fraction, vena cava complacency and sistolic pressure
of pulmonary artery (PSAP)(BOLIGNANO, et al, 2015). The objective of the
study is a case reporting the adequacy of dialysis through the functional
echocardiography.
b. Methods
Case report: P.H.O.F, 13 years old, with wilms tumor in the left side and torsion
kidney hilum in the right side, with renal ischaemia, conducted 15 days of
continuous hemodiafiltration. Was received in May 2015, with dialysis three
times a week, 4 hours a day. It was on malnourished, weighing 43 kg, with a
difficult adjustment volume and interdialytic weight gain more than 4 %.
Chosen daily HD, performing EF series, weekly, biweekly and monthly.
c. Results
The patient underwent 15EF, with improvement in LVMI. In addition, there
was a decrease of pericardial effusion, start with constrictive and moderate
volume pattern after mild stroke and decreased fluid overload, displayed in
vena cava. There suitability of patient weight: 43 kg at the beginning 35.9 and
after dialysis adjustment, improvement of blood pressure and reduction of
doses of antihypertensive drugs.
d. Conclusions
The use of EF series is a feasible and useful tool for blood volume control
patients in chronic HD.

PO-524
Long term outcome of chronic peritoneal dialysis in Argentinian children
I. Principi, M.V. Kamariski, M.G. Luna, N. Ramirez, M. Peralta, P. G. De
Vallés
Notti Pediatric Hospital, Mendoza, Argentina

a. Objectives
Peritoneal dialysis (PD) is the most often used type of dialysis for children due
to its flexibility and compatibility with lifestyle. Here, we evaluated the inci-
dence and clinical outcome of infectious complications and mechanical cath-
eter dysfunction in PD patients at Notti Pediatric Hospital Mendoza,
Argentina.
b. Methods
All children younger than 18 years treated by PD at least with 1 year of follow
up were included. This study was undertaken between August 1996 and
December 2015. The most common causes of renal failure were Obstructive
Nephropathy and Glomerulopathy.
c. Results
117 children,mean age of 100months (1month – 17 years) were onPD, 8 children
under 1 years old. F/M 62/55. The average follow up was 34 months. Infectious
complications: 70 patients suffered for peritonitis. Rate: 1 episode/21 months/pa-
tient. Microbiology: 27% Gram-positive bacteria, 15% Gram-negative, 4% Fungi,

54% cultures remaining negative. The frequency by the type of PD modality was
44 (25%) APD and 134 (75%) CAPD. 44 (26%) peritonitis episodes were related
to acute/chronic exit-site infection. 63 cases (35.4%) needed hospitalization.
Catheter outflow failure due to infection was observed in 24 patients (13.5%). 8
(4.5%) patients remain on temporary hemodialysis. In total, PD was continued
without interruption in 92% of the non-relapsing infections and in 86% of the
relapsing peritonitis episodes.Other complications: catheter dysfunction 2.8%, in-
guinal hernias and leaks 10%, hydrothorax 1 patient.The children outcome was as
follows: 67(57.5%) underwent renal transplantation, 11 (9.4%) switch to hemodi-
alysis, 4 (3.4%) native kidney function recovery, 11 (9.3%) still on PD, 12 (10.2%)
death and 12 (10.2%) patients were transferred to adult center.
d. Conclusions
More consideration should be taken during the follow up to avoid peritonitis
and preserve the transport capacity of the peritoneal membrane. The low inci-
dence of malfunction and catheter leaks due to a correct surgical placement
technique, could be suggested.

PO-525
What is the best to guide Peritoneal Dialysis (PD) prescription: PET di-
agnosis or residual diuresis?.
V. Belangero, L. D'Avila, C. Crato, R. Gonçalves, I. Parker, S. Rigatto
Unicamp, Campinas, Brazil
a. Objectives
What is the best to guide Peritoneal Dialysis prescription:
b. Methods
Material andMethods- Retrospective study; Chronic PDProgram from 2012 to
2016, having Peritoneal Evaluation Test (PET), being in PD for at least sixmonths.
For statistical purposes, high (H) and middle-high (MH) transports were analyzed
together aswell low (L) andmiddle-low (ML).N=34 patients, 9.29± 5.20 year; 20/
34 male. The residual diuresis six months after PET was 39.80± 35.70 mL/Kg/d
and was divided in two groups: ≤ 25.0 and > 25.0 mL/Kg/d. We compare the
distribution of the parameters used in PD prescription with the types of transport
and the groups of residual diuresis. Statistical analysis wasmade by Chi-square test
and others by non-parametric tests, considering p ≤ 0.05.
c. Results
Etiology = CAKUT-19; glomerulopathies- 7; inherited diseases -7; no defined
-1. The distribution of the variables are shown below:
d. Conclusions
Conclusion– Our results suggest that residual diuresis is more important than
PET categories for PD prescription. Patients with high residual diuresis do not
need a PET evaluation.

PO-526
Hydrothorax as a result of peritoneal dialysis in a patient with probable
pleuroperitoneal fistula: Case report
M.T. Silva, O.V.B. Andrade, A.O. Silva, A.C. Oliveira
Santa Casa de São Paulo, São Paulo, Brazil

a. Objectives
Hydrothorax during peritoneal dialysis (Htx-PD) is a rare complication in
pediatric patients. It is related to migration of dialysate, under positive pres-
sure, from the peritoneal cavity to the pleural space. Genetic or anatomical
abnormalities and diaphragm porosity or pleuroperitoneal fistula (PPF) may
facilitate this process. Associated epidemiological factors are male sex, age
over three years, right pleural effusion, and mean time from PD initiation to
diagnosis of 3-4 months. We describe a case of Htx-PD, emphasizing the
diagnostic criteria, clinical course, and therapy instituted.
b. Methods
Retrospective evaluation of clinical findings, imaging, and evolutionary
aspects.
c. Results
A 9-year-old male patient with chronic kidney disease (focal segmental
glomerulosclerosis) presented with extensive pleural effusion (Htx), as evidenced
by respiratory failure and the need for noninvasive ventilation after the start of PD.
His symptoms were characteristic of nephrotic syndrome, interpreted as pleural
effusion associated with pneumonia, and systemic antimicrobial therapy was
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initiated. There was progress, with partial improvement of the Htx. Thoracentesis
showed increased pleural glucose and evidence of transudate. Therewas recurrence
of the Htx-PD, and a second thoracentesis showed the same characteristics.
Computed tomography (CT) did not establish the presence of diaphragmatic or
pleural anatomical changes. The decisionwasmade to change fromPD to classical
hemodialysis, after which there was no Htx recurrence.
d. Conclusions
The clinical and laboratory scenario in the case described favored a diagnostic
hypothesis of Htx-PD with probable PPF. In addition to the clinical data, we
emphasize the importance of comparative biochemical analysis of pleural and
peritoneal fluid, especially of glucose levels in pleural fluid, as well as the fact
that CT is not diagnostic. It is essential to change the dialysis modality, as
recommended in the literature.

PO-527
in Rio de Janeiro RJ
M. Bandeira, E. Carrijo
Fundação do Rim Francisco Santino Filho, Rio de Janeiro, Brazil

a. Objectives
Analysis of the epidemiologic data of pediatric patients (p) on dialysis in RJ,
including the population profile, patient survival and outcome on this therapy.
b. Methods
The data of patients (<21 y.o) were collected since 2005, from reports from seventy
four Dialysis Units of the state of rj. They informed the new patient, the number of
patients on therapy, dialysis modality, age, cause of kidney disease and outcome.
c. Results
Since 2005 a total of 693 patients were included in the FR Register The
distribution by sex is 64,4%. Eighty percent of them lived and were treated
on RJ city area . From the total 72% were treated on HD and 28% on PD. At
the end of 2015 a total of 132 p were on chronic dialysis . The renal transplan-
tation was the main reason to leave the dialysis.Tab 1. The survival curve of
this population separated by age is presented at fig 1

& survival curve /age

& Tab 1 Patients Outcome %

d. Conclusions
The FR Register is the only census of pediatric patients on dialysis in RJ and
epidemiological data shown are very important for all actors involved in the
care of children and adolescents with chronic kidney disease

PO-528
Nutritional status of pediatric patients on hemodialysis after changing the
dietary protocol
A. Watanabe, C. Sativo, V. Koch, M. Ohta, A. Gandolfo, P. Zamberlan
Instituto Da Crianca HC Fmusp, Sao Paulo, Brazil

a. Objectives
To evaluate the impact of changing the dietary protocol in the nutritional state
of pediatric patients on hemodialysis (HD).
b. Methods
Prospective study with pediatric patients (age 2 – 17 yrs) on HD. Twenty, 11
and 5 patients were evaluated at 3 different times: T0 (JUN/2013), T1 (SEP/
2014) and T2 (JAN/2015), respectively. From 20 initial patients, 5 received
transplant, 2 were transferred to adult nephrology unit and 2 death. The pa-
tients were submitted to two dietary planes: Protocol A - prescription protein
supply based on RDAs/1989; Protocol B – prescription protein supply based
on % of total energetic value according to the DRIs/2001. Both protocols
considered the patient age to stablish the quantity of protein content.
Protocol Awas used for all patients before December 2013, when the patients
started to receive protocol B. Anthropometric data’s (weight, height and arm
circumference) were collected. An improvement of ≥ 0.5 in standard deviation
(score-Z) for body mass index classification (BMI) or heigh for age (H/A) was
considered as a positive result. Classification criterion: WHO 2006/2007.
c. Results
Results: Evaluation from T0 to T1 and T2:
The arm’s circumference was found above p5 at T0 (52,6%), T1 (72,2%) and
T2 (80%) of patients.

d. Conclusions
Changing in dietary protocol had a positive impact on the nutritional status of
pediatric patients on HD. The diet therapy for these patients should prioritize
caloric, protein and micronutrients adequacy, according to age, clinical, bio-
chemical and nutritional.

PO-529
Physical activity in children with CKD: first results
D. Uribe(1), E. Correas Espeche(2), C. Lirio(2), M. Adragna(1), L. Briones(1), L.
Lopez(1), M. Monteverde(1), G. Olguin(1)
(1) Hospital de Pediatría Prof. Dr. Juan P. Garrahan, Ciudad Autonoma De
Buenos Aires, Caba, Argentina; (2) Secretaría de Deportes de la Nación,
Ciudad Autonoma De Buenos Aires, Caba, Argentina

a. Objectives
To describe the experience of a sustainable physical activity (PA) program in
children with CKD.
b. Methods
A comparative, prospective, longitudinal, experimental study. Patients (p) from 0

to 18 years of age performing hemodialysis (HD) at theDepartment ofNephrology

of Hospital Garrahan, with medical indication, from October 2014 to October

2015 or until the HD is suspended were included. The PAwas performed twice

a week. Excluded: medical condition, refused to participate or not did at least two

evaluations. Variables: general demographic, pathology, specific physical evalua-

tion: shortening and muscle strength rating, musculoskeletal disorders, Six-Minute

Walk Test (6MWT) and HRQL questionnaire (PedsQL) at admission and 4

months after, adherence to the sessions and PA performed outside the Hospital.
c. Results
23 patients (12 women) completed the study with a mean age of 14.03 years (5
to 17.67). Several musculoskeletal disorders such as scoliosis (68.75%), lower
limb discrepancy (50%) and genu valgus (37.5%) were present. At first
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evaluation, great shortening (87.5%) and muscle weakness (31.25%) was ob-
served. The scores were: for 6MWT tour: 447,43m (270/623), quality of life:
1,59 (scale: 0-4). 6 children performed PA outside.
16 patients were reevaluated at 4 months: there was an improvement in mus-
cular shortening and weakness and also in 6MWT, HRQL and the number of
patients making PA outside.
d. Conclusions
Sedentarism and marked shortening and muscle weakness was found in HD p.
In addition various musculoskeletal disorders (scoliosis, genu valgum, discrep-
ancy of lower limbs) were frequent. In 4months sedentary lifestyle installed was
reverted, partially improving their overall functional status and quality of life

PO-530
Evaluation of the decision-making process and physician treatment atti-
tudes in initiating peritoneal dialysis in infants
L. Sartz(1), J. Persson(1), B. Hallberg(2), G. Helgesson(2), O. Andersson(3)
(1) SUS, Skåne University hospital, Lund, Lund, Sweden; (2) KI, Stockholm,
Sweden; (3) Uppsala University, Uppsala, Sweden

a. Objectives
Chronic kidney disease in infants is a life-threatening condition requiring renal
replacement therapy (RRT). When initiating infant RRT both ethical, medical,
and technical aspects require consideration. This study aimed to identify fac-
tors influencing the decision-making process in initiating infant dialysis, and to
investigate physician treatment attitudes.
b. Methods
A survey was composed and distributed to specialized neonatologists (n=131)
and pediatric nephrologists working in units performing infant dialysis (n=17),
using the online survey tool SurveyMonkey. The survey comprised questions
regarding infant dialysis, grading questions regarding factors influencing
decision-making and case scenarios requesting the physicians to decide be-
tween initiating or refraining from dialysis.
c. Results
A total response rate of 56.1% (83 responses) from specialized neo-
natologists and pediatric nephrologists working in units performing
infant dialysis was achieved. In a case scenario regarding a newborn
preterm infant none of the pediatric nephrologists would refrain from
dialysis treatment versus 23.1% of the neonatologists (p-value 0.047).
The differences between the groups of physicians were confirmed
based on responses to direct questions. In addition, the two groups
of physicians graded decision-influencing factors differently.
d. Conclusions

Our results indicate that neonatologists are less inclined to initiate RRT in

infants with chronic renal failure than are pediatric nephrologists, especially

regarding the treatment of preterm infants, high-lighting age and/or gestational

weight as independent variables affecting treatment initiation. Some factors

were graded of equal importance in respect to treatment decisions between the

two groups. Other factors like parental consent were considered more impor-

tant amongst neonatologists.

PO-531
Complications Intradialíticas Prevalence in Therapy Center Renal
Replacement in a Public Hospital Region Para West
R. Cunha Gastaldi, D. Mato De Menezes, aAR. Pereira Duarte
FIT, Santarém, Brazil

a. Objectives
This study aimed to demonstrate the prevalence of intradialytic complications
in the unity of renal replacement therapy of Hospital Regional do Baixo
Amazonas Dr. Waldemar Penna (Lower Amazon Region Hospital Dr.
Waldemar Penha), in the municipality of Santarém, state of Pará.
b. Methods
It is a descriptive, cross-sectional, retrospective study. With a quantitative
approach through the analysis of customer records who underwent renal re-
placement therapy in the period January-December 2014.

c. Results
The study sample consisted of 156 medical records, 79 males and 77 females,
divided into 1st, 2nd and 3rd shift. The result showed that the main significant
complications are: hypotension, muscle cramps; high blood pressure. The
higher incidence of intradialytic complications gave up on female patient with
1,025 episodes. Of the three hemodialysis shifts offered in the year surveyed,
the 2nd turn showed more intradialytic complications with 728 registered
complications.
d. Conclusions
In conclusion, from the 156 records analyzed, all showed some complication
in at least one of hemodialysis sessions in 2014 and it is missing the imple-
mentation of treatment protocols for cases of intradialytic complications.

PO-531bis
Hemodialysis in children at a tertiary care center from developing
country-17 years experience
S. Asim Awan, K. N Moorani, B. Naeem, M. Khokhar
National Institute of Child Health, Karachi, Pakistan

a. Objectives
To determine the clinical and biochemical profile and outcome of childrenwho
underwent hemodialysis (HD) at our center with either acute kidney injury
(AKI) or end stage kidney disease (ESKD).
b. Methods
Medical records of children who underwent HD from 1998 - 2015 were
reviewed. Data including demographics, clinical diagnosis, etiology, biochem-
ical parameters, duration of HD and its outcome was recorded on specifically
designed proforma. Data was analyzed by SPSS version 20.
c. Results
There were total 202 patients, who underwent HD over 17 years, (48, 23%)
had AKI and (154, 76.2%) were ESKD. Among the ESKD (61, 39.6%) were
AKI on CKD.Males (128, 63.6%) and females (74, 36.6%).Mean age was 9.7
+ 2.7 years, weight 22.8 + 6 Kg and height 122 + 15.9 cm. The mean serum
urea and Creatinine was 176 + 52.7 and 6.7+ 2.1 mg/dl and hemoglobin was
7.5 + 1.36 g/dl.
AKI was complicated in acute glomerulonephritis (18, 33.3%), hemolytic
uremic syndrome (7, 12.9%), falciparum malaria (6, 11.1%) and snake poi-
soning (2, 3.7%). Among ESKD, stone disease (53, 34%) was most common
followed by hypoplastic/dysplastic including Juvenile nephronophthisis
(JNN) in (62, 40%) and Congenital Obstructive uropathies in (29, 19%).The
most common indications for HD were pulmonary edema, uremic encepha-
lopathy and a combination of more than one indication.
The most frequent acute vascular access was femoral (106, 52.4%) followed
by intrajugular (51, 25.2%) and subclavian (45, 22.2%). AVFwas the common
long term acess. The longest working AVF is of 17 years.
Out of 48 with AKI, (23, 47.9%) improved, (12, 25%) expired while (4, 8.3%)
progressed to ESKD. Out of 154 with ESKD, (38, 24.6%) expired, (15, 9.7%)
got transplant , (15, 9.7%) are still onHD and (41, 26.6%) became dialysis free
and are on CKD replacement medicines.
d. Conclusions
Hemodialysis is the only life sustaining modality of renal replacement therapy
for patients with ESKD in developing country like Pakistan.

26 – Transplantation

PO-532
Low Pre- and Post-Transplant BMI and Weight are Associated with
Viremia/Viral Infection and T cell exhaustion in Pediatric Kidney
Transplantation in the First Post-Transplant Year : A Report from the
IMPACT Study Consortium.
R. Ettenger(1), H. Chin(2), K. Kesler(2), P. Grimm(3), B.Warshaw(4), E. Reed(5),
M. Sarwal(3), A. Kirk(6)
(1) Mattel Children's Hospital at UCLA, Los Angeles, United States; (2) Rho,
Chapel Hill, United States; (3) Stanford University Dept of Pediatrics, Palo
Alto, United States; (4) Emory University Department of Pediatrics, Atlanta,
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United States; (5) David Geffen School of Mediicine at UCLA, Dept. of
Pathology, Los Angeles, United States; (6) Duke University Dept of Surgery,
Durham Nc, United States

a. Objectives
Inpediatric (ped) kidney (kid) transplant(Tx) patients(pts), infections (inf) are
the leading cause of mortality. Inf is predominately viral. We idnetify predis-
posing factors have potential clinical importance.
b. Methods
In a prospective multicenter study , we serially examined T cell phenotyping
and viremia by PCR in 106 de novo ped Tx for the first 12 post Txmonths. We
correlated these findings with clinical outcomes. Center-standard immunosup-
pression was used. Pts received prophylactic anti–viral agents for a median
time of 6 months.
c. Results
There were no deaths and 2 Tx losses. 77 pts had viremia. Viremia and viral inf
had no temporal relationship to rejection (rej). Viral prevalence was: EBV
(n=36, 34%), CMV (n=24, 23%) BK (n=24, 23%), Adenovirus (n=5, 5%),
HHV 6 (n=6,6% ), HHV7 (n=9, 8%), HHV 8 (n=0) and remarkably JC (n=22,
21%.). 30 pts had ≥ 2 viremias, not all concurrent. 1/3 of pts with viremia
developed viral inf. Pts who developed viral inf but not rej showed a mean
weight percentile that was lower at on the day of Tx (p=0.02) and 12months (p
=0.05).. Controlling for age, pts with viremia had increased percentages of
CD4+ exhaustion (exh) T cells (p= 0.006) and lower levels of CD8+ exh T
cells (p=0.0002). Among viremic pts, CD8+ exh T cells decreased even more
in pts with lower BMI (p=0.003). Controlling for age, pts receiving
thymoglobulin or basiliximab induction had decreased odds of viral inf
(68% and 82% respectively) compared to pts receiving induction and/or main-
tenance daclizumab.
d. Conclusions
Viral inf is not associated with rej, pt age, or thymoglobulin. Low BMI, at the
time of Tx and thereafter, is associated with viral inf, as well as increased
CD4+ T cell exh, and decreased CD8+ T cell exh. Improved nutrition before
Tx will improve outcome by lowering susceptibility to viral infection.

PO-533

Prospecitive T cell Immunophenotyping Identifies Different Mechanisms
Asscoaited with Biopsy Proven Rejection vs. Donor Specific Antibody : A
Report from the IMPACT Study Consortium.
R. Ettenger(1), H. Chin(2), K. Kesler(2), B. Warshaw(3), P. Grimm(4), E. Tsai(1),
M. Sarwal(4), A. Kirk(5)
(1) Mattel Children's Hospital at UCLA, Los Angeles, United States; (2) Rho,
Chappel Hill, United States; (3)Emory University School of Medicine, Atlanta,
United States; (4) Stanford University School of Medicine, Palo Alto, United
States; (5) Duke University School of Medicine, Durham, United States

a. Objectives
No studies have examined a full T cell repertoire to identify immune mecha-
nisms in biopsy proven rejection (BPR) or donor specific antibody (DSA) in
pediatric (ped) renal transplantation (Tx) patients (pts).
b. Methods
In a prospective multicenter study, we examined peripheral Tcell phenotyping
in 106 de novo ped Tx in the first 12 months (M). Wemeasured CD4 and CD8
cells, then subdivided those into naïve, central memory, effector memory,
terminal effectors, and exhausted (Exh) and senescent (sen) T cells.
c. Results
There were no deaths and 2 graft losses. 24 pts had 30 BPAR episodes; 93% had
acute cellular rejection (ACR) and 2 ACR + antibody (ab) mediated BPR. 23/
106 developed DSA. 91% developed anti-HLA DSA and 2 anti-MICA ab.
There were no differences in any memory T cell compartment pre- or post-Tx
in BPR or DSA pts. At D1, there were also no differences in exh or sen T cells
predicting BPR or DSA. At 12M, the % and absolute numbers of naïve CD4+ T
cells were decreased in BPR vs no BPR (p=0.007 and p=0.011 ) indicative of a
decrease in antigen inexperienced cells associated with BPR. The % exh CD4+
Tcells were reduced in BPR pts at 12M (p= 0.004). But the% total CD8+Tcells
were increased at 12M in BPR pts (p = 0.002). This increase at 12M was also

seen in exh CD8 Tcells. As with BPR, memory subsets or % of exh or sen cells
at D1 were not related to the subsequent DSA. In pts with DSA, there was a
decrease in the % CD4+ naïve cells from D1 to 12m (p=0.012) and an increase
in the change of CD4+ exh and sen cells from D1 to M12 (p=0.030).
d. Conclusions
BPR was associated with expansion of cytotoxic CD8+ T cell effectors as
indicated by an increase in CD8+ T cell exh and a reduction in antigen inex-
perienced CD4+ T cells. DSAwas also associated with a decrease in antigen
inexperienced T cells but in contrast to BPR, there was an increase in the
change of CD4+ exh and sen T cells reflecting strong involvement of CD 4
T cell help in the generation of DSA.

PO-534
New onset diabetes after transplantation (NODAT: Relationship with the
ethiology of organ failure and etnicithy in children with kidney or kidney-
liver transplant
R. Vilalta Casas(1), E. Lara(2), A. Madrid(2), M. Muñoz(1), G. Ariceta(2)
(1) Hospital Vall d'Hebron, Barcelona, Spain; (2) Hospital Vall d´Hebron,
Barcelona, Spain

a. Objectives
New onset diabetes after transplantation (NODAT) is an important com-
plication in kidney and kidney-liver transplanted children ( KTC KLTC),
and precludes a poorer quality life and graft survival. Anticalcineurinics
(CNI) and mainly tacrolimus, and steroids are considered acquired trig-
gers of NODAT.Recently new genetic factors as ciliopathies and HNF1B
mutations are also considered. It has been proposed that in HNF1B-
related disease (an heterozygous condition) CNI may induce reduced
expression of the nonmutated allele of HNF1B leading to a superimposed
defect of HNF-1βtranscriptional activity. Therefore, CNI-free immuno-
suppressive (IS) regime could be indicated in this setting.Hereby we de-
scribe our 7 cases of NODAT in the long term follow-up of 112 KTC (
6,8%) and 12 KLTC (8%).
b. Methods
NODATwas observed in 7 patients within the first year post-transplant in our
cohort of 112 transplants in the last 10 y (2006-2015). 1 /6 cases were patients
with ARPKD , 1 with glomerulocystic disease and deletion of HNF 1B, 3 Tub
Interst Nephr , 1 typical HUS ,1 congenital nephritic syndrome. 3/7 cases were
from arabic origin and all but one were females. Initial standard IS regime was
tacrolimus-MMF-steroids, that was switched to CSA+MMF or Everolimus
/MMF, without steroids after onset of NODAT. In one case tacrolimus+
MMF was maintained. In 6/7 cases , NODATwas transient.
c. Results
In one case tacrolimus+MMF was maintained. In 6/7 cases , NODAT was
transient.[Table 1].
d. Conclusions
Our limited experience suggest that upon known beta-cell toxics such as CNI
and steroids, aditional risk factors based on inherited diseases (ciliopathies )
,ethnicity or gender may play a role, increasing a risk of NODAT.

PO-535
Nephrogenic adenoma as a cause of recurrent gross hematuria in a child
with renal transplant
I. Dursun, V. Nalcacioglu, Z. Gunduz, H. Poyrazoglu, R. Dusunsel, D.
Demirci, H. Akgun, L. Kara
Erciyes University, Kayseri, Turkey

a. Objectives
Although renal transplantation is the ideal treatment of end-stage renal disease
in both adult and children, theoretically it is a risk factor for secondary malig-
nancies in the long term following transplant. Both malign and benign bladder
tumors are rarely seen in children who underwent solid organ transplantation.
Low grade transitional cell tumor is the most commonly seen malign tumor in
bladder. Nephrogenic adenoma (NA) is a rare form of cellular proliferation of
bladder that occasionally resemble cancer by cystoscopy and there has not
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been enough experience about its management. Herein, we report a renal
transplant patient with NA.
b. Methods
A 16-year old boy was admitted with a history of intermittent gross hematuria
for three months and with increased serum creatinine. He was living donor
transplant from his mom in 2007. He was given basiliximab induction therapy
then had immunosuppressive triple therapy, using prednisone, tacrolimus, and
mycophenolate mofetil at the maintenance phase.
c. Results
Ultrasound (USG) examination revealed tumor located anterior and left lateral
wall of bladder, measuring 3x10 cm sized. MRI verified USG findings.
Transurethral Resection (TUR) for Bladder masses were done and histopathol-
ogy confirmed the diagnosis of the NA of the urinary bladder. Antibiotic
prophylaxis was started. 3months after operation, USG showed increased
bladder wall thickness and suspicious tumor recurrence.Recurrent tumors were
found in control cystoscopies 3 months after first and 9 months after the first
TUR.
d. Conclusions
NA of the urinary bladder is a very rare lesion which resembles a number of
malignant lesions of the urinary bladder such as transcional clear cell carcino-
ma. It should be mentioned in the differential diagnosis of recurrent hematuria
after renal transplant. We would like to share MRI, cystoscopy record and
biopsy findings of our case and discuss further treatment options for NA and
follow-up strategies that we learnt from our case and literature.

PO-536
Mycophenolic Acid pharmacokinetic drug interactions: Effect of
Prednisone, Sirolimus and Tacrolimus
A.C. Alvarez-Elias(1), E. Yoo(2), E. Todorova(2), G. Filler(2)
(1) Universidad Nacional Autónoma de México, Mexico City, Mexico; (2)

University of Western Ontario, London, Canada

a. Objectives
Myocphenolic acid (MPA), the active compound of Mycophenolate mofetil, is
widely used as antirejection drug after renal transplantation. There is growing
evidence for substantial intra- and inter-patient variability of MPA exposure.
Drug interactions with tacrolimus, steroids and sirolimus have been understudied.
b. Methods
Pharmacokinetic data from 37 pediatric renal transplant recipients (mean age
7.6 years at transplant) followed for a median follow-up of 7.8 years were
analyzed retrospectively and 2,131 dose-normalized MPA trough levels were
evaluated against all known covariates including all concomitant immunosup-
pressant drug dose and exposure, age, albumin, hematocrit, and estimated
glomerular filtration rate (eGFR).
c. Results
Age, hematocrit and eGFR affected the dose normalized MPA trough levels.
Using appropriate univariate and multivariate models, we established significant
drug interactions between sirolimus and steroids, even when for controlling for
all covariates, whereas no drug interaction between tacrolimus and MMF was
found.
d. Conclusions
These data are important as there is a tendency to underdose MMF early and
overdose late after transplantation. The drug interaction between sirolimus and
MMF has not been described. Therapeutic drug monitoring (TDM) of MMF
therapy is often not performed. However, the data presented here necessitate
TDM especially when converting from tacrolimus to sirolimus to avoid MPA
underexposure and rejection.

PO-537
Are We Performing Enough Pre-emptive Paediatric Renal Transplants ?
A National and Single-Centre Comparative Study.
P. Murray(1), L. Pankhurst(2), S. Marks(3)
(1) Newcastle University, Newcastle-upon-Tyne, United Kingdom; (2) NHS
Blood and Transplant, Bristol, United Kingdom; (3) Department of
Paediatric Nephrology, Great Ormond Street Hospital for Children NHS
Foundation Trust, London, United Kingdom

a. Objectives
Pre-emptive renal transplantation (PRT) from living-related donors (LRD) is
the gold standard therapy for children with ESKD, dramatically improving
allograft survival and quality of life.We aimed to analyse the local and national
pre-emptive renal transplantation rates of children in the United Kingdom.
b. Methods
Retrospective local and national database review of living donor and/or pre-
emptive renal transplantation in renal transplant recipients: including UK
Transplant data from 1 January 2003 to 31 December 2014. Local database
case analysis undertaken for each not pre-emptively transplanted.
c. Results
1,262 paediatric renal transplants were performed nationally over 12 years, of
which 326 (26%) were from our single centre (local). The PRT rates were 32%
vs. 40% (national vs. local) with nationally 47% (21%) and locally 57% (27%)
living donor (and pre-emptive living donor) rates. Of the total pre-emptive
transplants, there were 60% vs. 68% (national vs. local) living donor rates.
Out of the 60% local non-pre-emptive renal transplants performed, 13% could
have been pre-emptively transplanted when independently reviewed (exclud-
ing those patients who presented in ESKD or were on dialysis within 3 months
of presentation, anephric pre-transplantation (native nephrectomies for FSGS,
Wilms' tumour etc.), non-adherence or social reasons).
d. Conclusions
Paediatric nephrologists and members of the multi-disciplinary team need to
ensure that renal transplant work-up is always performed promptly in appropri-
ate children with chronic kidney disease to ensure that the goal of pre-emptive
renal transplantation is achieved nationally and locally, where possible. National
analyses indicated significant correlation between number of candidates for pre-
emptive transplantation who were not transplanted pre-emptively and mean-
waiting times on UK deceased donor transplant waiting list.

PO-538
Role of graft biopsy in pediatric renal transplantation
G. Saadi(1), D.M. Salah(2), H.M. Bazaraa(2),M.A. AbdelMawla(3), S. Fadda(4),
F.M. Atia(2), F.I. Fadel(2)
(1) Internal medicine department Cairo university, Cairo, Egypt; (2) Pediatric
Department Cairo university, Cairo, Egypt; (3) Pediatric Department National
Research Center, Giza, Egypt; (4) Pathology Department, Cairo university,
Cairo, Egypt

a. Objectives
This study aims to identify the different pathological findings of renal graft in
pediatric transplant recipients and to assess the impact of graft biopsy findings
on the management of pediatric renal transplant recipients.
b. Methods
Ultrasound guided biopsies were done and studied pathologically for 41 cases
transplanted from living donors.
c. Results
Twenty nine cases biopsied upon clinical and laboratory indications while 12
had protocol biopsies 1 month post transplantation.54% of the biopsies were
adequate, 22% were minimally adequate and 24% were inadequate.
The cases with indication biopsies revealed 1 case (3%) with vascular
rejection.One case showed antibody mediated rejection (AMR), 7 cases
(23%) had borderline changes,5 cases (16%) with interstitial fibrosis and tu-
bular atrophy (IFTA) of various grades and five cases had no pathological
findings. CNI effect was found in 26% of the cases. Immunotherapy was
modified in 28 cases (90%) following the biopsy.
The cases with protocol biopsy reveled 7 cases (58%) with no pathological
findings. Three cases (25%) showed early borderline changes. One case
showed focal moderate tubulitis, moderate capillaritis with focal minimal plas-
ma lymphocytic infiltration with C4d negative and was diagnosed as AMR.
Follow up protocol biopsies were done for the 12 cases after 3 months and the
results of the 4 cases with pathological changes were much improved after
modification of their immunosuppressive protocol.
d. Conclusions
Graft biopsy is an essential diagnostic tool in management of graft dysfunc-
tion. Modifications of immunosuppression therapy based on biopsies affect
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graft function. Protocol biopsies are a useful tool for early detection of sub-
clinical pathological findings.

PO-539
Perioperative and postoperative complications in pediatric kidney trans-
plant recipients
F.I. Fadel(1), H.M. Bazaraa(1), D.M. Salah(1), S.M. Soaida(2), M.A. Abdel
Mawla(3), M. Magdy(1)
(1) Pediatric Department,Cairo University, Cairo, Egypt; (2) Anesthesia Department,
Cairo University, Cairo, Egypt; (3) National Research Center, Giza, Egypt

a. Objectives
Identification of the different perioperative, postoperative and longer-term
complications in pediatric kidney transplant recipients, and assesment of pa-
tient and graft outcomes
b. Methods
Fourty seven live donor-transplanted children were included in the study.
Perioperative events, follow up data & outcome of the studied cases were
obtained through a combination of history taking, clinical examination, diag-
nostic tests and chart review.
c. Results
Postoperative mechanical ventilation needed in 3 cases (6.4%). Upper airway post
extubating edema occurred in 2 cases (4.3%).Postoperative lung collapse compli-
cated one case (2.1%). Delayed graft function occurred in 2 cases (4.3%).Urinary
leak occurred in 4 cases (8.4%), renal artery stenosis in 3 cases (6.3%), lymphocele
in 2 cases (4.2%), and wound infection in 2 cases (4.2%). Renal vein thrombosis
complicated one patient (2.1%) and leaded to graft loss.Urinary tract infections of
varying severity occurred in 30 patients (63.8%), symptomatic CMV infection
occurred in 6 cases (12.8%), while herpes zoster infection occurred in 3 cases.
Sepsis complicated 4 patients (8.5%).Gastrointestinal complications occurred in
11 cases (23.4%). Fourteen cases developed dyslipidemia (29.8%). Fourteen pa-
tients had biopsy-proven acute rejection (29.8%); 4 ofwhom requiredATG therapy
(2 for resistant and 2 for rebound rejections). The graft patient survival rate was
93.6% while patient survival was 98%. Only one patient of the study group died
(2.1%) due to fulminant sepsis.
d. Conclusions
Various complications can accompany kidney transplantation in pediatrics.
Meticulous anesthetic, surgical and immunosuppressive approach, as well as
strict perioperative monitoring procedures and implementing a regular follow
up program, may decrease that kind of complications to an acceptable rate, that
improves graft and patient survival.

PO-540
Urinary tract infection in pediatric kidney transplant recipients
D.M. Salah(1), S.M. Sabry(1), H.M. Bazaraa(1), M.A. Abdel Mawla(2), H.M.
Hassan(1), F.I. Fadel(1)
(1) Pediatric Department,Cairo University, Cairo, Egypt; (2) National Research
Center, Giza, Egypt

a. Objectives
Evaluation of the frequency of urinary tract infection (UTI) after kidney trans-
plantation in pediatrics. Analysis of different potentially modifiable risk factors
of post transplantation UTI and study of the impact of UTI on graft outcome
b. Methods
Data of fifty four transplanted children was collected. Information was obtained
from a questionnaire with patient`s guardians and review of medical records.
c. Results
Twenty two cases (40, 3%) had UTI, 54% of UTI episodes were in the first 6
months post transplantation.UTI incidencewas significantly higher in patientswith
UTI pretransplantation (p=0.037). UTI was significantly higher in cases with post
transplantation vesicoureteric reflux (VUR) (p=0.001). No statistically significant
correlation was found between UTI and either use of induction immunosuppres-
sion or acute rejection episodes (p=0.62&0.211 respectively). No significant cor-
relation was found between UTI and decreased glomerular filtration rate (GFR)
(p=0.198), but still 45% of post transplantation UTI cases had GFR <60 ml/min/
1.73m2 compared to 21% only of non UTI cases with similar GFR

d. Conclusions
UTI is prevalent in pediatric kidney transplant recipients, especially during the
first 6 months post transplantation. UTI before transplantation and VUR post
transplantation are significant risk factors. No direct relation between post
transplantation UTI and graft function although GFR tends to be lower (<60
ml/min/1.73m2) in cases with UTI

PO-541
Donation after circulatory death kidneys can be successfully transplanted
for paediatric recipients
M. Marlais(1), L. Pankhurst(2), A. Hudson(2), K. Sharif(3), S.D. Marks(4)
(1) University College London, London, United Kingdom; (2) NHS Blood and
Transplant, Bristol, United Kingdom; (3) Birmingham Children's Hospital
NHS Foundation Trust, Birmingham, United Kingdom; (4) Great Ormond
Street Hospital for Children NHS Foundation Trust, London, United Kingdom

a. Objectives
Donation after circulatory death (DCD) is an important source of organs for
kidney transplantation and evidence in adults suggests that similar graft out-
comes are achieved to donation after brain death (DBD) kidney transplanta-
tion. There is very little evidence reporting the use of DCDkidneys in children.
The aim of this study was to determine renal allograft outcomes for children
who have received a DCD kidney transplant.
b. Methods
Data from the UK Transplant Registry were collected on all single kidney
DCD, DBD and living donor (LD) transplants performed for paediatric recip-
ients under 18 years of age from 2000 - 2014. Kaplan-Meier analysis was used
to estimate three-year patient and renal allograft survival.
c. Results
1,772 kidney only transplants were analysed. 21 (1.2%) of these were from
DCD donors, 955 (53.9%) from DBD donors and 796 (44.9%) from living
donors. The primary non-function rate was 5% and delayed graft function rate
of 25% in the DCD group. Patient survival was 100%, 98.7% and 98.9% in
DCD, DBD and LD groups, respectively. Three year renal allograft survival
was 95.2%, 87.1% and 92.9% in DCD, DBD and LD groups (DCD vs DBD
and DCD vs LD groups; p = 0.42 and 0.84 respectively. Cox proportional
hazards modelling adjusting for donor and recipient age showed no significant
difference in renal allograft survival across the three transplant groups.
d. Conclusions
This study shows comparable outcomes for children receiving a DCD kidney
transplant, with good renal allograft survival at three-year follow up. This
limited evidence encourages the use of selected DCD kidneys in paediatric
transplantation as favourable renal allograft outcomes can be achieved, and
DCD allocation algorithms may need to be reviewed in light of this.

PO-542
Efficacy of pediatric kidney transplant allocation policy in Poland in de-
cade of 2005-2015.
J. Rubik, P. Kalicinski, R. Grenda
The Children's Memorial Health Institute, Warsaw, Poland

a. Objectives
There is a variety od kidney transplantation allocation policies across Europe
countries in terms of pediatric priority. The rates (per million population; pmp)
and time on the waiting list also vary between these countries (0-13.5 pmp; 3-
36 months, respectively; Am J Transplant 2013;13:2066-2074).
Objectives of this study was to evaluate the efficacy of the local allocation
policy on availability of pediatric renal graft to pediatric recipients and the
duration of time in the decade of 2005-2015 in Poland.
b. Methods
The clinical data of 463 renal transplantations peformed in (single national)
pediatric transplant center (The Children's Memorial Health Institute) have
been evaluated. Polish allocation policy defined "pediatric recipient" as the
patient < 18 years of age and the priority (points score) for the donors < 16
years (www.poltransplant.pl).
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c. Results
Overall 463 transplantations (age: 1-18 years; body weight 6.9-83 kg; under-
lying diseases: 35.5% - congenital nephropathies; 27,6% urinary tract defects;
20,5% glomerulopathies and 16.4% - other) included 69 living-related and 15
combined/sequential liver-kidney transplants, therefore the allocation system
included the remaining 379 deceased -donor (single) kidney transplantations.
The mean proportion of pediatric for deceased donor - pediatric recipients was
78.4% (66.7-86.4%) and the mean waiting time was 9.1 months.
d. Conclusions
The local pediatric allocation system seemed to be effective in last decade,
placing Poland in the middle of European countries in terms of the waiting
time for deceased renal transplantation.

PO-543
Haematological parameters could be a surrogate of immunosuppression
or immunological status in kidney transplanted children (KTC)
R. Vilalta Casas(1), E. Lara(2), A. Madrid(1), M. Muñoz(2), G. Ariceta(2)
(1) Hospital Vall d'Hebron, Barcelona, Spain; (2) Hospital Vall d´Hebron,
Barcelona, Spain

a. Objectives
Haematological distrbances as haemolytic Coombs positive and parvovirus
secondary anemia as neutropenia cases due to mielotoxicity are here described,
and could be a surrogate of the immunosupression degree.
The measurement of the degree of immunosupression is elusive in the follow-
up of KTC and haematological manifestations of over-immunosupression ,
toxicity or immunological status could be observed.

& Table 1
b. Methods
In a cohort of a 82 KTC , we found in the long-term follow-up haematological
disturbances in 5 patients: In patients 1,2 haemolytic anemiaCoombs positive ,
in patient 3 erithroid hypoplasia due to Parvovirus B19 , and in patients 2,4,5
neutropenia 300-500 PMN / mm3. Patient 2 with the 4th transplant and chronic
humoral rejection developped sequentially haemolytic anemia and neutropenia.
c. Results
Haemolytic anemia Coombs positive was not treated and stopped spontane-
ously at the 4th and 5th month post-appearance. Parvovirus induced anemia
was treated with gammaglobulin e.v. with good response. Neutropenia was
treated with CSF and lowering tacrolimus (2 cases) or supressing everolimus
(1 case), with good response too(Table 1).
d. Conclusions
Anemia eritropoyetin-responsive is the most common situation in KTC , but
othes causes of anemia and neutropenia are seldom observed and their char-
acterization helps to the treat the condition and give us clues to modify
immunosupression. In the case of the patient with his 4th transplant , the

chronic humoral rejection could play a role in the development of the
haemolytic anemia Coombs positive.

PO-544
Trajectories and predictors of allograft dysfunction after renal transplan-
tation in children
V. De souza(1), P. Cochat(2), M. Wagner(3), C.D. Garcia(4), B. Ranchin(2), L.
Selistre(1), L. Dubourg(5)
(1)Universidade de Caxias do Sul, Caxias do Sul, Brazil; (2)Centre de Référence
des Maladies Rénales Rares, Service de Néphrologie Rhumatologie
Dermatologie Pédiatriques, Hospices Civils de Lyon, Lyon, France; (3)

3Universidade Federal do Rio Grande do Sul- Programa de Pós graduação
em Saúde da Criança e do Adolescente, Porto Alegre, Brazil; (4) Fundação
Universidade Federal de Ciências Médicas de Porto Alegre, Porto Alegre,
Brazil; (5) Exploration Fonctionnelle Rénale et Métabolique, Groupement
Hospitalier Edouard Herriot, Hospices Civils de Lyon, Lyon, France

a. Objectives
Although the survival of renal transplant children is improving, it remains
important to ensure optimal renal function over decades. The aim of this study
was to examine the long-term progress of glomerular filtration rate in a pedi-
atric kidney transplant cohort and the importance of the recipient and donor
ages in predicting the risk of poor transplant outcome.
b. Methods
The present study examined the long-term changeof glomerular filtration rate
in a pediatric kidney transplant cohort and the importance of the recipient and
donor ages in predicting poor transplant outcome. Data on 67renal transplant
children who underwent 278 inulin-clearance measurements between 2000
and 2010 were examined. A longitudinal latent class model was used to iden-
tify renal function trajectories and classify the children.
c. Results
This model identified three trajectories of renal allograft function after pediatric
kidney transplantation: “low and decreasing”, “moderate and stable”, and“high
and sharply decreasing”. The probability of belonging to the low and decreasing
trajectory –i.e., the poorer outcome– increased with deceased versus living do-
nor, recipient age (adjusted odds ratio: 1.20 per year of recipient ageing), and
donor-recipient age-difference (adjusted odds ratio: 1.13 per additional year).
d. Conclusions
The present study suggests that living donationand the recourse to younger donors
are favorable factor for long-term allograft function. These results could help opti-
mizing the donor pool and decreasing the need for early retransplantation.
However, larger prospective studies are required to confirm these findings.

PO-545
Impact of CMV infection on pediatric renal transplantation outcomes
C. Tanné(1), P. Roy(1), E. Frobert(2), A. Laurent(1), P. Cochat(1)
(1)Hospices Civils de Lyon, Bron, France; (2)Hospices Civils de Lyon, Lyon, France

a. Objectives
The number of children with end-stage renal disease waiting for renal transplanta-
tion (Tx) is getting higher that raises several issues among which viral infection.
Cytomegalovirus (CMV) is common and up to 90% of adults are immune. On the
other hand, children use to be seronegative and immunosuppressionmay expose to
severe consequences such as primo infection or reactivation.Only few studies have
investigated the incidence of CMVdisease in pediatric kidney Tx recipients, which
is estimated between 12 and 38% within the first year after Tx.
b. Methods
The aim of our study was to evaluate the incidence and timing of a CMV
infection during the first year post renal Tx. We retrospectively collected data
of pediatric kidney Tx between 2003 and 2014 at our center as an observa-
tional cohort study. Children were followed as recommended and classified
regarding CMVinfection as high risk (donor [D] seropositive and recipient [R]
seronegative [D+/R-]), intermediate risk (R+) or low risk (D-/R-).
c. Results
145 kidney Tx were performed and 136 transplants were finally included. The
incidence of CMV infection in the first year post Tx was 28% (38 positive
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ADNemia) among which 13/32 were high risk (41%), 24/53 intermediate risk
(45%) and 1/51 low risk (2%) recipients. The median time interval to infection
was 77 days (108 days for high risk, after 3months prophylaxis discontinuation; 63
days for intermediate risk). Only 10 cases presented an invasive disease and only 4
had positive ADNemia one year after Tx. No antiviral resistance was documented.
d. Conclusions
We report a large historical cohort of CMV infection in pediatric kidney trans-
plantation that confirms the major impact of donor/recipient CMV status and
the importance of being vigilant about patients with intermediate risk.

PO-546
Kidney Re-Transplantation During Childhood-Feasibility and Outcomes
J. Stojanovic(1), N. Mudalige(1), A. Adamusiak(2), P. Chandak(2), G. Walsh(1),
H.E. Jones(1), N. Kessaris(2), N. Mamode(2)
(1) Evelina London Children's Hospital, London, United Kingdom; (2) Guy's
Hospital, Guy's and St Thomas' NHS Foundation Trust, London, United Kingdom

a. Objectives
Over the last decade,kidney transplantation(Tx) has been on the in-
crease in small children.This may lead to more children needing 2nd

transplant during childhood if the graft fails early,and may give rise to
surgical and medical challenges.This study looked into the character-
istics of renal transplant recipients who underwent more than 1 Tx
during childhood.
b. Methods
A retrospective analysis of kidney Tx in children(<18 years) in a single Tx
centre during 2003-2015.
c. Results
Total of 171 pediatric kidney Tx were performed of which 8 patients
underwent more than one Tx(4.7%).Seven of these patients had 2 and one
had 3 Tx.All retransplants were males and none had a recurrent disease as a
cause for ESRD. Recurrent rejections caused graft failure in 4 patients (50%).
The average age at 1st Tx was 3.2years and at 2nd Tx 9.3years. All patients
were CMVandEBV naive at the time of 1st Tx.Four of the 8 retransplants were
HLA sensitized after the 1st Tx, one of which highly (cRF>85%). Two (25%)
patients have previously undergone a Tx onto aorta/IVC and had a retransplant
to the same vessels. All patients received the same immunosupression for 2nd

Tx: tacrolimus, mycophenolate mofetil and steroids. 62% became CMV and
50% EBV positive. Three patients lost their 2nd graft in childhood, one of
which received 3rd Tx at the age of 8 years. Five patients have a functioning
graft at the last follow up. There was a difference in graft survival at 3 years
when comparing 1st Tx with retransplants (98%vs66%,p<0.001).

& Demographics of first transplant.

& Demographics of second transplant.

d. Conclusions
The re-transplantation rate is low in this cohort.More than half became CMV
and EBV seropositive and half became sensitized by the 2nd Tx.Graft survival
may be lower after retransplantation although numbers are small.Despite small
recipient size,multiple kidney transplants during childhood are feasible but
come with the extra burden of sensitization,increased rejection and technical
challenges.Recognition of this is crucial in consenting and determining the
effective approach for managing these patients.

PO-547
A case series of perioperative blood pressure and fluid management in
paediatric renal transplant recipients
Y.Y.C. Goh(1), H. Hume-Smith(2), S.D. Marks(2)
(1) University College London, London, United Kingdom; (2) Great Ormond
Street Hospital For Children, London, United Kingdom

a. Objectives
The optimal perioperative blood pressure and fluid management in paediatric
renal transplant recipients (pRTR) is currently unknown. This case series
aimed to investigate the effects of nine perioperative blood pressure and fluid
management variables on two outcomes: one-week post-operative estimated
glomerular filtration rate (eGFR) and post-operative length of hospital stay
(LOS).
b. Methods
73 pRTR transplanted over three years from 2012 to 2014 were studied
retrospectively. Data sources included patient blood test results, pre-
operative checklists, anaesthetic records, clinic letters and discharge sum-
maries. Bivariate statistics and multiple linear regression were performed
using SPSS.
c. Results
There were no significant associations between all nine perioperative
blood pressure and fluid management variables on one-week eGFR, after
adjusting for recipient age and donor type (living donor (LD) vs. deceased
donor (DD)). There was a significantly higher mean one-week eGFR in
LD (135 ml/min/1.73m2) compared to DD (82 mL/min/1.73m2) (p =
0.01). Post-operative recipient fluid overload was associated with longer
LOS (p = 0.01). There were no significant effects on one-week eGFR or
LOS, of pre-emptive vs. dialysed pRTR, donor systolic blood pressure
(SBP), type of vascular anastomosis, intra-operative median SBP after
perfusion, intra-operative fluid volume, fluid type or crystalloid type or
post-operative recipient hypertension.
d. Conclusions
Post-operative recipient fluid overloadwas significantly associated with longer
LOS. Future research into goal-directed fluid therapy, utilising oesophageal
Doppler flow monitoring, that would reduce post-operative fluid overload and
thereby LOS is recommended.

PO-548
Long-term hypophosphatemia after kidney transplantation
N. Canpolat, A. Agbas, C. Oruc, R.Y. Cicek, S. Caliskan, F.L. Sever
Istanbul University, Cerrahpasa Medical Faculty, Pediatric Nephrology,
Istanbul, Turkey

a. Objectives
Hypophosphatemia commonly occurs in kidney transplant (KT) recipients. It
is usually seen early after kidney transplantation as a result of excessive renal
phosphate loss due to high parathyroid hormone (PTH) and fibroblast growth
factor 23. Limited data in adults has shown persistent hypophosphatemia in
long-termKT recipients. In the present study, we evaluated hypophosphatemia
in children and young adults after KT.
b. Methods
A total of 42 patients (16.4±4.3 yr; 26 males) transplanted under the age of
eighteen years were enrolled in the study. Transplant data were recorded from
the patients’ file. Laboratory measurements included serum creatinine, calci-
um, phosphate, alkaline phosphatase, parathyroid hormone (PTH) and 25-OH
vitamin D, and urinary creatinine and phosphate. Estimated glomerular
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filtration rate (eGFR) and tubular maximum reabsorption of phosphate(TmP/
GFR) were calculated. Hypophosphatemia was defined as a phosphate level
<4.0 mg/dL(<12 yr), <3.5 mg/dL(12-20 yr) and <2.5 mg/dL(>20 yr).
c. Results
The mean dialysis vintage and post-transplant follow-up periods were 51
±42 and 45±31 months, respectively. A total of 10 patients (24%) had
hypophosphatemia. Their mean transplant follow-up period was 43±20
(20-87) months and the male-to-female ratio was 2:8 (p=0.004). There
was no significant difference considering age, dialysis vintage, transplant
age, transplant follow-up, eGFR, 25-OH vitamin D or PTH levels between
the patients with and without hypophosphatemia. Hypophosphatemic pa-
tients had significantly lower TmP/GFR (2.64 ± 0.71 vs 3.54 ± 0.70;
p=0.002) as compared to their counterparts. Lower TmP/GFR was asso-
ciated with higher pre-transplant PTH level (p=0.023) and female gender
(p=0.003).
d. Conclusions
Hypophosphatemia due to renal phosphate loss persists long-term after renal
transplantation. Pre-transplant hyperparathyroidism and female gender seems
to be important risk factors for increased renal phosphate loss.

PO-549
Endothelial function in pediatric kidney transplant recipients on everoli-
mus and low-dose calcineurin inhibitor vs. standard immunosupressive
therapy: a case control study
S. Ruben(1), M. Kreuzer(1), J. Thumfart(2), A. Melk(1), D-C. Fischer(3), L.
Pape(1), A. Büscher(4), D. Haffner(1)
(1) Medical School Hannover: Children's Hospital, Hannover, Germany; (2)

Department of Pediatric Nephrology, Charite Hospital, Berlin, Germany; (3)

University Children's Hospital Rostock, Rostock, Germany; (4) Department of
Pediatrics II, University Hospital Essen, Essen, Germany

a. Objectives
Cardiovascular mortality is increased in pediatric kidney transplant
recipients (KTx). The impact of mammalian target of rapamycin
(mTOR) inhibitors on cardiovascular comorbidity after KTx is un-
known. Here, we investigated vascular function in KTx patients re-
ceiving everolimus (EVR) in conjunction with low-dose calcineurin
inhibitor (CNI) in comparison to a matched cohort on a standard dose
of mycophenolate mofetil (MMF) regimen in conjunction with a stan-
dard dose CNI.
b. Methods
44 KTx patiens (57% male; EVR+CNI, n=22; MMF+CNI, n=22) with a
mean age of 14.2 yrs., an eGFR of 63 ml/min/1.73m2 and a mean time
after KTx of 5.2 yrs. were investigated (each p>0.05 between groups).
Skin microvascular function was assessed by laser Doppler fluximetry
(LDF) after localized heating, arterial stiffness by carotid-femoral pulse
wave velocity (PWV), and blood pressure (BP) by 24h ABPM. LDF
parameters (area under the curve (AUC), amplitude of axon reflex
(AR)) were compared to that in healthy controls (n=82). Age- and sex-
related SD scores (SDS) were calculated for PWV and BP by use of
reference values.
c. Results
>Mean BP was well controlled (<2 SDS) and did not significantly differ
between groups. Mean daily CNI and steroid exposure were lower in the
EVR+CNI group compared to MMF+CNI group (each p<0.01). Mean
PWV was normal in both groups (-0.01 SDS vs. 0.61 SDS, ns). Mean skin
blood flowwas reduced in KTx pts. compared to controls (meanAUC, 488 vs.
196 rPU*min; mean AR, 14.9 vs. 7.9 rPU; each p<0.001) and significantly
lower in patients on EVR+CNI compared to those on MMF+CNI (mean
AUC, 118 vs. 274 rPU*min, p<0.0001). Pathologic skin microcirculation
(AUC < 3. perc.) was more frequent in the EVR+CNI group (91% vs. 27%,
p<0.0001).
d. Conclusions
Despite good graft function and BP control, endothelial dysfunction is present
in the majority of KTx patients and significantly more frequent in patients on
EVR and low dose CNI in comparison to standard immunosuppression.

PO-550
Renal blood flow measurements by magnetic resonance imaging using
arterial spin labelling as a novel non-invasive biomarker in paediatric
renal transplant recipients
S. Marks(1), F. Nery(2), M. Cutajar(2), C. Clark(2), D. Thomas(2), I. Gordon(2)
(1) Great Ormond Street Hospital for Children NHS Foundation Trust,
London, United Kingdom; (2) UCL Institute of Child Health, London, United
Kingdom

a. Objectives
To investigate our hypothesis that non-invasive cortical renal blood flow
(cRBF) measurements using functional magnetic resonance imaging
(MRI) arterial spin labelling (ASL) are sensitive biomarkers of early dam-
age of the transplanted kidney in paediatric renal transplant recipients
(pRTR).
b. Methods
Prospective study of pRTR undergoing MRI imaging using 1.5T Siemens
Avanto systemwith multi-TI pulsed ASL acquisition performed at 10-20 days,
2 and 12 months with a FAIR labelling scheme and multi-shot 3D grase
imaging module with background suppression.
c. Results
14 pRTR (50% (7) male) aged 9.2-17.1 (median 13.2) years of whom 64% (9)
had ESKD due to CAKUT underwent MRI ASL after transplantation (86%
(12) living-related) with eGFR of 41.0-92.0 (median 60.9) mls/min/1.73m2 at
follow-up of 3.5-5.4 (median 4.5) years. 46% (6) were pre-emptive transplants
with 7% (1) re-transplanted. Patients had 0-5 (median 1) post-transplant UTI
with 50% (7) EBV viraemia and underwent 1-7 (median 2) percutaneous renal
transplant biopsies with evidence of steroid-resistant acute rejection episode
due to non-adherence and borderline rejection in 7% (1) and 14% (2) pRTR
respectively. Baseline MRI ASL at median 10 days showed cRBF of 86-268
(median 198) mls/100g/min with changes at subsequent and latest MRI per-
formed atmedian 70 and 344 days respectively of -70 to +121 (median 52) and
-56 to +147 (median 36) mls/100g/min respectively.
d. Conclusions
Renal blood flow maximises in the first month after renal transplan-
tation with subsequent reduction in first year in pRTR. There are
multiple causes of renal allograft dysfunction in pRTR and associated
risks in performing surveillance percutaneous renal transplant biopsies.
MRI ASL is a useful and novel non-invasive biomarker of renal
allograft function in pRTR.

PO-551
C3d donor specific antibodies are predictive of renal allograft dysfunction
in paediatric renal transplant recipients
J.J. Kim(1), O. Shaw(2), R. Balasubramanian(3), N. Sebire(3), N. Mamode(3), R.
Vaughan(2), S. Marks(3)
(1) Nottingham Children's Hospital, Nottingham, United Kingdom; (2) Viapath
Clinical Transplantation Laboratory, London, United Kingdom; (3) Great
Ormond Street Hospital, London, United Kingdom

a. Objectives
We previously published the largest cohort of paediatric renal trans-
plant recipients screened for HLA antibodies and showed that children
who developed de novo donor specific HLA antibodies (DSA) had
worse renal allograft function and more histological features of anti-
body mediated rejection (AMR).
b. Methods
75 de novo DSA positive patients were identified. The first positive
DSA sample (65/75 available, median 0.25 years) was subsequently
tested for C1q and C3d fixing. Primary outcome was defined as a
50% reduction in estimated glomerular filtration rate (eGFR) for sur-
vival analysis.
c. Results
49% (32/65), 35% (23/65), 29% (19/65), 20% (13/65) and 6% (4/65)
were C1q+, C3d+, C1q+C3d+, C1q+C3d- and C1q-C3d+ respectively.
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Complement positive patients had higher corresponding IgG MFI (4968 ±
1492 v 3006 ± 607 C1q+ v C1q-; 9483 ± 2289 v 4184 ± 648 C3d+ v C3d-;
p<0.005). There was no difference in eGFR decline between C1q+ and C1q-
patients (median survival 5.9 vs 6.4 years, p = 0.58). C3d+ patients had a trend
towards faster eGFR decline compared to C3d- patients (5.6 v 6.5 years, p =
0.12) [Figure 1]. C3d+ patients had a higher proportion of C4d staining on
‘for-cause’ biopsies (10/21 ( 48%) v 9/44 (20%); (p=0.04). There was no
difference in AMR in the C1q and C3d assays. Combining C1q and C3d
results, 19 patients were C1q+C3d+, 13 patients were C1q+C3d- and 4 pa-
tients C1q-C3d+. For C1q+C3d- patients, 17/18 (94%) DSA IgG specificities
were detected on both manufacturers’ single antigen beads. Combining C1q
and C3d improved statistical significance of complement binding assays
(C1q+C3d+ v C1q-C3d- 5.2 vs 6.6 years, p = 0.08).

& Figure 1: Survival outcome of 50% reduction in GFR stratified according
to C3d results

d. Conclusions
40% of C1q+ antibodies did not also show C3d fixation. C3d+ patients were
more likely to have faster renal allograft deterioration. The data justifies a
larger prospective prognostic study testing complement binding ability of
DSA at the level of C3d in paediatric RTR.

PO-552
National study of post-transplant lymphoproliferative disorder in paedi-
atric renal transplant recipients
C. SEARLE(1), L. Pankhurst(2), S. Marks(1)
(1) Great Ormond Street Hospital for Children, London, United Kingdom; (2)

NHS Blood and Transport, Bristol, United Kingdom

a. Objectives
PTLD is a potentially life-threatening complication in paediatric renal trans-
plant recipients (pRTR) involving B-cell proliferation and EBV infection in
50-80% of cases. The aim of this retrospective study was to collect data from
all 13 UK paediatric renal transplant centres on pRTRs that were diagnosed
with PTLD.
b. Methods

Retrospective review of UK Transplant registry data of pRTR diagnosed with

PTLD. 4793 paediatric kidney only transplants have been performed over 36

years. Of these, 69 patients were identified with PTLD, a rate of 1.4%.

Additional clinical, laboratory and histological data were obtained from pa-

tients’ notes.

c. Results
Complete data on 65 PTLD cases, mean age at end-stage kidney disease
diagnosis was 6.4 years, EBV conversion at 9.7 years and PTLD diagnosis
at 13.4 years. Mean time between transplantation and diagnosis was 53
months, and between EBV conversion and diagnosis was 22 months. 55 pa-
tients were identified to have EBV-driven PTLD. The variation in sites of
presentation was observed for the cohort (Figure 1).
66%, 22% and 8% of 65 pRTR had single site, 2 or 3 sites of
involvement, respectively. Graft site involvement occurred in 6% of
pRTR. Side-effects of treatment included 3 cases of febrile neutrope-
nia, 2 of seizures, 3 requiring bowel resection and 2peripheral and
autonomic neuropathy cases. Long-term outcome data showed 69%
and 1% pRTR achieved complete and partial remission, respectively
with 9% with relapsed disease and 15% mortality rate.

& PTLD sites of presentation

d. Conclusions
Gastro-intestinal involvement was the most common site (19%) identified,
with graft site involvement at 6%. Further prospective studies are required to
investigate the link between sites and severity of the disease in pRTR.
Limitations identified are that EBV status at time of RTR and pathological
classification of PTLD was not found for all cases. Comparing findings to
those in other paediatric SOT and adult RTR may help to tailor treatment
resulting in improved long-term outcomes.

PO-553
Clinical analysis and preliminary experience of pediatric organ donation-
pediatric kidney transplantation
Q. Shen(1), H. Xu(1), X.Y. Fang(1), Y.H. Zhai(1), X. Zhang(1), L. Zeng(2), L.
Zhang(2), Y.H. Zhu(2)
(1) Children's Hospital of Fudan University, Shanghai, China; (2) Shanghai
Changzheng Hospital, Shanghai, China

a. Objectives
China has started to establish a new national system for organ donation and
transplantation since March 2010. The aim of this study was to describe our
initial experience of pediatric renal transplantation using organ donations from
pediatric patients.
b. Methods
Clinical data of 39 children who underwent renal transplantation using organ
donations from pediatric patients between September 2011 and December
2014 were retrospectively analyzed.Initial immunosuppression included:
anti-CD25 monoclonal antibody induction therapy, steroid gradually tapered
off in the 1st week after transplantation, maintenance immunosuppression with
tacrolimus/cyclosporine A and mycophenolate mofetil.
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c. Results
The median age at transplantation for these 39 patients was 10.5
years. The median weight and height at transplantation were 24kg
and 131cm. Among these 39 cases, 29 donors were used aged from
9 days to 7 years. 9 recipients received en bloc kidney transplantation
and the other 30 recipients received one single kidney according to
the size of both recipient and donor. The duration of follow-up after
the transplantation was 6 month to 45 months. At 3rd month after
transplantation and latest follow-up, the length of graft increased
11.3 +/- 6.4mm and 17.5 +/- 10.8mm, respectively. At 6th month
and 12th month after transplantation, the height of the recipients in-
creased 5.8+/-3.5cm and 15.0+/-3.5cm, respectively. At latest follow-
up, the serum creatinine level was 80.3+/-31.9umol/L and the eGFR
was 94.4+/-32.9ml/(min·1.73m2). Patient survival rate was 100% and
graft survival rate was 87%. Donor age of less than 12 months carried
higher risk of thrombosis/hemorrhagic complication (P=0.042) and
graft dysfunction (P=0.017).
d. Conclusions
Favorable outcome can be obtained from pediatric organ donation-
pediatric kidney transplantation. This pediatric to pediatric combina-
tion makes an optimal utilization and pediatric donors can be expand-
ed further to increase the number of pediatric kidney transplants.

PO-554
Case report: Donor gifted nephrolithiasis
G. Moonsamy, T. Khumalo, C.S. Levy
Charlotte Maxeke Johannesburg Academic Hospital, University of the
Witwatersrand, Johannesburg, South Africa

a. Objectives
To descibe a rare case of donor gifted nephrolithiasis
b. Methods
See below
c. Results
A 12 year old, mixed race female with HIVassociated nephropathy, received a
cadaveric renal transplant. Her transplant procedure was uneventful. A post
operative ultrasound revealed a normal, functioning graft with abnormal
acoustic shadowing.
On D2 post transplant she complained of abdominal pain. An AXR was
performed and reviewed by the ICU staff but the abdominal pain resolved
spontaneously with conservative management.
A renal transplant biopsy was performed on D8. This showed evi-
dence of extensive interstitial inflammation and mild patchy areas of
lymphocytic tubulitis. There was no evidence of acute cell mediated
or humoral rejection.
The day after the biopsy she again began complaining of abdominal
pain. On this occasion, an ultrasound of the graft demonstrated a
significant perinephric collection and once again, abnormal acoustic
shadows over the kidney.
As there was concern about the clinical significance of the perinephric
collection, a non contrast CT scan of the abdomen was performed on
the advice of the attending transplant surgeon. This revealed a large
staghorn calculus in the pelvis of the transplant kidney. A review of
the AXR done on D2 post transplant, confirmed that the stone was
already present at the time of transplant.
After considerable team discussion a decision was made to manage the patient
conservatively. She is currently doing well with a cGFR of 74ml/min/1.73m2.
d. Conclusions
Donor gifted nephrolithiasis is rare but may result in significant morbidity and
even loss of the allograft. A plain film AXR together with transabdominal
renal ultrasonography is usually both sensitive, and specific enough to detect
a radio-opaque calculus.
We recommend that screening be performed on all potential kidney donors
using both ultrasound and AXR to allow for the detection of underlying struc-
tural kidney abnormalities that might impact on the long term outcome of the
patient and the graft.

PO-555
Kidney transplatation: a better choice for a ESRD child with steroid
resistant neprotic syndrome who had NPHS2 gene mutation
L. Chen, X. Jiang, C. Wang
The First Affiliated Hospital of Sun Yat-sen University, Guangzhou, China
a. Objectives
In this study, we reported a childwith steriod and tacrolimus resistant nephrotic
syndrome(NS) who had NPHS2 gene mutation and progressed to end stage
renal disease(ESRD) 32 months after the onset of the disease, reached com-
plete remission by deceased donor kiney transplatation.
b. Methods
We observed the clinical characteristics, theatments and outcomes of this child.
c. Results
The little girl began to have edema and proteinuria at the age of 4ys old in
March, 2013 and was diagnosed NS in our hospital. She was resistant to either
steroid or tarcolimus, as a result, the proteinuria continued and edema
recurrented during the whole course of the disease. The serum creatinine of
this patient began to increased in July, 2015, and only took four months to
progress to ESRD. She received peritoneal dialysis since November, 2015, but
unfortunately she lost her peritoneal function three months later. At the time
when we decided to do kiney transplatation for her, She had a serum creatinine
level of 569umol/L, hypervolemia, severe anemia(Hb 51g/L), massive
proteinuria(547mg/kg.d), and moderate growth retartation(15kg, 108cm, -
2.5SD). Before transplatation, she received heomodialysis twice to help relieve
hypervolemia. She finally received the operation of deceased donor kiney
transplatation on February 20th, 2016. She was given regularly anti-rejection
therapy after transplatation. Three days after transplatation, her creatinine de-
creased to normal level(51umol/L), and she had no edema, no proteinuria
(8mg/kg.d).Three weeks after transplatation, she discharged with a normal
renal function and mile anemia(106g/L).
d. Conclusions
We could make a conclusion that kidney transplatation maybe a better choise
for ESRD children with NPHS2 gene mutation NS It seemed to indicate that
massive proteinuria might be not always the contraindication of kidney
transplatation.

PO-556
Outcome of children with cystinosis after renal transplantation: a single
center experience
E. Çomak, G. Kaya Aksoy, M. Koyun, A. Gemici, I. Aliosmanoglu, B.
Aydinli, S. Akman
Akdeniz University, Antalya, Turkey

a. Objectives
Cystinosis is a rare, inherited autosomal recessive disease caused by the accu-
mulation of free cystine in lysosomes. Although other systemic manifestations
may be exist,kidney involvement is the most serious complication, as it leads
to end stage renal disease (ESRD) before the age of 20 in more than 90 % of
patients. The aim of this study was to report our center's experience with
kidney transplantation for children with cystinosis.
b. Methods
We retrospectively analyzed medical records of patients who underwent renal
transplantation with a primary diagnosis of cystinosis at our center in the last
ten year period.
c. Results
Out of all 356 pediatric renal transplant recipients, 11 had cystinosis;
8 boys (72.7%), with a median age of 10 years (7.5 - 15 years) at the
time of transplantation and with a median follow-up period of 30
months (3-72 months). Four (36.4%) of the transplants were pre-
emptive. Nine of the patients (81.8%) received a living related trans-
plantation. Prior to transplantation, all patients with cystinosis had corneal
cystine deposits and 5 (45.4 %) had hypothyroidism.
One patient developed post-transplant lymphoproliferative disease 9 month
after transplantation. One patient developed posttransplant diabetes mellitus.
Antibody-related rejection were diagnosed by renal biopsy in two patients and
were succesfullytreated with intravenous immunglobulin and rituximab.
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Mean estimated glomerular filtration rates were 97.25±19.49 ml/min/1.73 m2

at postransplant first year, 80.33±27.32 ml/min/1.73 m2 at postransplant third
year and 80.05±23.61 ml/min/1.73m2 at last visits. No patient had graft failure
within the study period.
d. Conclusions
Renal transplantation appears to be safe with good long-term outcomes in
children with cystinosis.

PO-557
Plasma-Exchange Therapy for New-Developed Focal Segmental
Glomerular Sclerosis in Transplanted Kidney
L. RONG, X. Jiang (corresponding), Y. Mo, M. Jiang, Y. Xu, J. Ruan, F. Yang
The first affiliated hospital of Sun Yat-sen University, Guangzhou, China

a. Objectives
To report a case in which plasma-exchange(PE) therapy plays an im-
portant role for treatment of post-transplant focal segmental glomeru-
lar sclerosis (FSGS) with a primary disease called ANCA associated
glomerulonephritis before renal transplant. It provided an alternative
also effective treatment for new-developed FSGS in transplanted
kidney.
b. Methods
Summarized the clinical and renal pathological data of the patient before and
after renal transplantation and finally concluded the treatment as well as the
response of PE to post-transplant FSGS.
c. Results
A ten years old female with a history of primary ANCA associated glo-
merulonephritis for 1.5 years, on which a hemodialysis period of 7
months was administrated following the pulsed methylprednisoloneas
well as cyclophosphamide treatment. After a renal transplant, the renal
function recovered while proteinuria appeared one month later. Based on
the anti-rejection treatment, 3 times pulsed methylprednisolone adminis-
tration didn’t make difference on reducing the proteinuria and then a renal
biopsy was conducted and the transplanted kidney proved to be a new
developed FSGS. Consequently, PE therapy was administrated with a
course for six weeks including 3 times a week for the first two weeks
and then twice a week for the following two weeks and finally once a
week also for two weeks. When the PE course finished, the proteinuria
decreased significantly (from 3.27g/24h to 0.37g/24h). The renal function
keeps normal meanwhile no infection or coagulation dyfunction had ever
happened.
d. Conclusions
FSGS could appear in transplanted kidney in patient with a primary renal
disease as ANCA associated glomerulonephritis. PE therapy was an al-
ternative also effective treatment for new-developed FSGS in transplanted
kidney.

PO-558
Outcome of the kidney transplantation in children; The single center
experiment for ten years
O. Donmez, O. Akaci, O. Kaygisiz, N. Ozdinc Kizilay, B. Ediz
Uludag University, Faculty of Medicine, Bursa, Turkey

a. Objectives
The kidney transplantation in end stage renal disease(ESRD) is renal replace-
ment treatment which is prefered, due to both graft survival advantage and also
the increases in the life quality. In this study, we wanted to evaluate follow–up
results and demographic data of the patients who were followed because of
kidney transplantation
b. Methods
The 62 patients followed in between the dates of 2006 and 2016 in department
of pediatric nephrology dialysis and transplantation unit of Uludag University
were evaluated by means of demographic data and graft functions. The urinary
tract infection was detected as a most common reason in the ESRD. The
kidney transplantation has been done from living and cadaveric donor, 36
patients, 26 patients, respectively. The induction treatment has been applied

bymethylprednisolone and Basilliximab, CNI andMMFwere most frequently
given as a maintance immunsupressive theraphy
c. Results
The avarage age of the patients in the transplantation were 13,2±4,6 years old.
The girls and the boys were 28 and 33, respectively. The monitoring duration
of 58 cases that were followed-up with graft function was avarage 36,1± 27,3
months. Graft survival in the patients that had living donor transplant in the 1st

and 5th years was 97,2%. The patients that had cadaveric donor transplantation
in the 1st and 5th years were 95,5% and 64,4% ,respectively. It was shown that
the rate of living and cadaveric survival (Figure 1).

& Figure 1. The analysis of graft survival analysis according to donor type

d. Conclusions
The major problem for organ transplantation is lack of donor. According
to Turkish Society of Nephrology 2014 data, only 21,3% pediatric patients
who were followed-up with functional graft had cadaveric transplantation.
This rate was found 42% in our center. We think that life quality will be
better for the children when organ donation importance is raised aware-
ness in society

PO-559
Recurrence of post-renal transplant nephrotic syndrome in children with
focal and segmental glomerulosclerosis - Great Ormond Street Hospital
(GOSH) and Evelina Children's Hospital (ELCH)
R. Bobal(1), S. Marks(1), M. Mordi(1), C. Reid(2), J. Stojanovic(2), L. Rees(1)
(1) Great Ormond Street Hospital for Children, London, United Kingdom; (2)

Evelina Children's Hospital, St Thomas' and Guys Hospital, London, United
Kingdom

a. Objectives
Focal and segmental glomerulosclerosis (FSGS) is a common cause of paedi-
atric end-stage kidney disease (ESKD), accounting for ~11% of cases.
Commonly presenting as nephrotic syndrome, FSGS is often progressive lead-
ing to ESKD and renal transplantation (RTx). The risk for RTx-recurrence
(rFSGS) is high (reported from 15 to 55%), and reduces renal allograft surviv-
al. Risk factors have been identified for rFSGS.This audit will assess risks of
developing rFSGS in two paediatric FSGS cohorts by analysing pre-RTx and
post-RTx patient data from both centres.
b. Methods
A retrospective study of rFSGS risk factors from 111 RTx in 88 paediatric
renal transplant recipients (pRTR) between 1981 and 2016.
c. Results
High rFSGS rate of 34% with changes in post-Tx immunosuppression drug
regimen during the study showing reduced rFSGS rate with ciclosporin as PA
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(prednisolone and azathioprine) until 1983 (rFSGS = 50%, n=2), PAC (PA
and ciclosporin) from 1984 to 2002 (rFSGS = 27%, n = 70, P = 0.2348) and
PAT (PA and tacrolimus) from 2003 (rFSGS = 46%, n= 35). 33% and 34%
rFSGS rate in pRTR with positive genetic mutation and those with negative
mutations to date, respectively. Different risks profiles for those without bi-
lateral nephrectomies (half rFSGS rate) Caucasian and Asian ethnic patients
experienced 15% more rFSGS compared to Black-and-Minority-Ethnic
patients.
d. Conclusions
Pre-RTx bilateral nephrectomies, Caucasian or Asian ethnicity and are risk
factors of rFSGS, with reduced rates in those whose baseline immunosuppres-
sive regimens included ciclosporin.

PO-560
Converting immunosuppression from Prograf® to Modigraf® in paedi-
atric renal transplant patients
G. Malakasioti, C. Booth, S. Marks
Great Ormond Street Hospital for Children, London, United Kingdom

a. Objectives
Adherence to immunosuppression is of paramount importance for renal
transplant recipients (pRTR). Oral suspension of tacrolimus is not li-
censed for children. Modigraf® is a granular formulation that allows flex-
ibility for body weight-based dose adjustments. Our study aims at mon-
itoring the impact of conversion from Prograf® to Modigraf® in stable
pRTR.
b. Methods
Single centre retrospective review of pRTR under 18 years. Exclusion criteria
were parental/patient preference to remain on Prograf®, lactose intolerance
and very low dose incompatible with administration of the new granule
formulation.
c. Results
Twenty-six pRTR of mean age 8.0 +/- 4.1 years were converted to
Modigraf®. Patient and renal allograft survival at 12 months was 100%
and 100% respectively without any side-effects. 69%, 27% and 4% of
patients had 0,1 and 2 rejection episodes before and 4% had 1 episode
12 months after conversion respectively. Rejection rates for patients were
0.2+/-0.4 and 0.1+/-0.2 episodes/year pre- and post-conversion, respec-
tively (p = 0.25). There were no differences between trough tacrolimus
and plasma creatinine levels at 0 days, 1, 4-8 weeks and 12 months but
57% of pRTR required Modigraf® dose adjustments (5-67% and 7-25%
dose increase and decrease were implemented in 9 and 6 patients respec-
tively) without significant difference between number of dose changes at
1 and 4-8 weeks' visits.
d. Conclusions
Conversion from Prograf® to Modigraf® in stable pRTR is safe. Close mon-
itoring is necessary with additional patient visits in order to optimise medica-
tion dose.

PO-561
Pediatric renal transplantation : a retrospective single-centre study on the
epidemiology and morbidity linked to EBV
A. Laurent(1), P. Cochat(1), J. Bacchetta(1), P. Roy(2), A. Klich(2), B. Kassai
Koupai(3)
(1) Hospices Civils de Lyon, Service de Néphrologie, Rhumatologie et
Dermatologie pédiatriques, Hôpital Femme-Mère-Enfant, Lyon, France; (2)

Hospices Civils de Lyon, Service de Biostatistique et de Bioinformatique,
Lyon, France; (3) Centre d'Investigation Clinique de Lyon, Groupement
Hospitalier Est, Hôpital Femme-Mère-Enfant, EPICIME, Lyon, France

a. Objectives
Pediatric renal transplant patients are at high risk of developing an
Epstein Barr Virus (EBV) primary infection, due to their frequent EBV-
seronegative status at the time of transplantation. High DNA replication is
recognized as a risk factor for Post-Transplant Lymphoproliferative
Disorder (PTLD). However, although the majority of patients with

PTLD display increased EBV viral loads, some patients nevertheless de-
velop PTLD with low viral loads. This study aims to identify the risk
factors for severe reactions to EBV.
b. Methods
We performed a retrospective single-centre study including all pediatric pa-
tients having received a renal transplantation (R-Tx) between January 2003
and December 2012. A severe reaction to EBV was defined as the presence of
a viral load >10 000 copies/mL during follow-up or an onset of PTLD. A Cox
proportional hazard model was built to identify the risk factors for severe
reaction to EBV.
c. Results
At a mean age of 9.7±5.3 years, a total of 117 patients underwent R-Tx,
46 of them being seronegative for EBV at the time of R-Tx. During
follow-up, 54 patients displayed positive EBV viral loads (>500 EBV
copies/mL), 22 of whom presenting with primary infections. A severe
reaction to EBV was observed in 24 patients, whilst 4 patients developed
PTLD. Univariate and multivariate analyses suggested that the risk fac-
tors for a severe reaction to EBV were: age below 5 years, graft from a
deceased donor, ≥ 5 HLA-mismatches, EBV-seronegative status at the
time of R-Tx with a secondary post-Tx loss of antibodies to the EBV
nuclear antigen (anti-EBNA).
d. Conclusions
In addition to the previously identified risk factors of severe EBVreaction after
pediatric R-Tx (namely age at R-Tx and EBV mismatch), this study demon-
strates that the monitoring of anti-EBNA antibodies in children after R-Txmay
usefully contribute to the early identification of patients at risk for severe
reaction to EBV.

PO-562
No increased rate of complications in renal transplant recipients when the
ureteral stent is removed simultaneously with the Foley catheter, but does
decrease the cost of medical management and sedated procedures
C. Cramer II, C. Tran, m. prieto
Mayo Clinic, Rochester, United States

a. Objectives
To determine if simultaneous removal of the ureteral stent and Foley catheter
impacted the complication rates after renal transplantation compared to those
whose ureteral stent was removed at a later date following Foley catheter
removal.
b. Methods
Group one (USFC) had their ureteral stent (US) attached to the tip of the
indwelling Foley catheter (FC) in the OR. Therefore, when the Foley
catheter was removed at the bedside, the ureteral stent was also removed
simultaneously. The second group (isoUS) did not have the ureteral stent
attached to the tip of the Foley catheter. They required a sedated proce-
dure at a later date to have the ureteral stent removed via cystoscopy.
Complicat ions recorded included, cul ture documented UTI,
hydronephrosis of renal transplant requiring surgical intervention, or uri-
nary leak, all within POD30. All subjects were on prophylactic sulfameth-
oxazole-trimethoprim.
c. Results
USFC group had 21 subjects: mean age 11 yr (1-17), 8 males, and 5
with CAKUT, 3 with abnormal bladders (defined as urinary retention
or use of anticholinergic prior to transplant). Mean POD removal of
US attached to FC was 4 days. One subject had hydronephrosis re-
quiring surgical intervention prior to removal of US-FC. isoUS group
had 20 subjects: mean age 8.8 (1-16), males 13, 9 with CAKUT, 6
with abnormal bladders. Mean POD removal of FC was 4 days and
mean POD removal of US was 22 days. This group had 3 UTIs, one
with FC and US still present and 2 after removal of FC and US.
There is no difference in complicaitons rates between the two groups
(p=0.34)
d. Conclusions
The simultaneous removal of the ureteral stent and Foley catheter results in a
shorter duration of the indwelling ureteral stent, requires one less sedated
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procedure, and there is no associated increased risk of complications for the
patient.

PO-563
Atypical HUS: successful eculizumab treatment of HUS recurrence in a
child after kidney transplantation - 5 years experience
K. Vondrak, J. Burkert, J. Dusek, M. Malina, T. Seeman, N. Simankova, J.
Zieg
University Hospital Pregue-Motol, Prague, CZECH Republic

a. Objectives
Atypical hemolytic-uremic syndrome (aHUS) is characterized by thrombotic
microangiopathy (TMA), hemolytic anemia, renal failure. Up to 70% of pa-
tients have genetic mutation encoding complement activation or factor H an-
tibodies. The risk of recurrence after transplantation is up to 80%. Eculizumab
- monoclonal antibody inhibits terminal part of complement and prevents from
TMA.
b. Methods
9y-old boy with abdominal pain, vomiting, somnolence, Hb 48g/L, plate-
lets 79x109/L, schisto 15%o, sCr 322 umol/L was treated as an aHUS by
PF+MP. Mumps after partial remission induced relaps, renal biopsy
proved TMA. EHEC and TTP were excluded. No mutation was proven
in genes for complement factor H (neither anti-CFH antibodies), I, C3,
MCP, thrombomodulin (98% of known mutations associated with aHUS).
14 months later peritioneal dialysis had to be started. On 30.3.2011 ca-
daver KTx was performed. PF was indicated prior to Tx followed by
further 12 after Tx. Immunosuppression Pred, Tac, MMF. Patient was
discharged after 1 mo. with Hb 102 g/L, Tr 263x109/L,schisto 5%o, sCr
43 umol/L, normal LD, Hapto values.
c. Results
2 months after Tx aHUS recurrence appeared – Hb 54 g/L, Tr 22x109/L,
schisto 11%o, LD increased 4x, Hapto not detectable. SCr 322 umol/L, patient
was anuric on dialysis. The 1st dose of Eculizumab (600 mg) on 2.6.2011.
Within the first week urine output increased, thrombocytes reached normal
value, LD slightly elevated. The Eculizimab treatment continued according to
the recommended schema – the first 3 dose weekly followed by 2 weeks
interval. The 2nd dose led to the complete remission, the boy became dialysis
independent. Currently 18y-old: Hb 112g/L, Tr 187x109/L, schisto 4%o, sCr
119 umol/L, normal LD and Hapto values.
d. Conclusions
Eculizumab is effective treatment of aHUS evenwithout proven genemutation
neither anti-CFH antibodies. Treatment according to the recommeded schema
maintains long lasting remission. No adverse event was observed in associa-
tion with Eculizumab treatment.

PO-564
Acute Rejection in Pediatric Kidney Transplant
L. Do Nascimento Ghizoni Pereira, S.B. Stoppa Martins, L.F. Porini
Custodio, H. Tedesco Silva, J.O. Medina Pestana, P.C. Koch Nogueira
Hospital do Rim/ UNIFESP, São Paulo, Brazil

a. Objectives
To evaluate the incidence of acute rejection (AR) in pediatric patients submit-
ted to kidney transplantation, as well as the related risk factors and impact of
AR in allograft function and survival during follow up.
b. Methods
Retrospective cohort including all pediatric patients submitted to kidney
transplant between 2011 and 2015. The effects of possible risk factors for
AR were tested with multivariable Cox regression. To estimate the impact
of AR in allograft, we evaluated graft survival adjusted for AR occurrence
and glomerular filtration rate (GFR) by Schwartz’s formula using last visit
creatinine.
c. Results
The cohort included 230 patients, with mean age of 13.3±4.0 years, being 94%
from deceased donor and 93% first transplants. As immunosuppression, the

majority received basiliximabe with tacrolimus, prednisone and azathioprine.
Allograft survival in 1 and 5 years was 92.5% and 72.1% respectively. The
major cause of graft loss was thrombosis (27%) followed by chronic and acute
rejection (21.6 and 13.5%). During a follow up median of 1.74 years we
observed 86 episodes of AR and survival without acute rejection was 73%
in first year and 55% in 5 years. The risk factors for this outcome were: a)
number of mismatches (HR 1.32 CI 1.08 – 1.61 p= 0,003), b) DGF (HR 2.64
CI 1.71 – 4.07 p<0.001), and c) bad adherence to treatment (HR 2.32 CI 1.50 –
3.58 p<0.001). The impact of having any episode of AR on estimated GFR,
independent of time after transplant when it happened, was significant, with
mean estimated GFR of 39±28ml/min in affected children versus 55±28 ml/
min (p<0.001). The occurrence of AR did not influence 5 years graft survival
(HR 1.38 CI 0.72 – 2.63 p=0.331).
d. Conclusions
AR is a frequent outcome in our patients, being related to number of mis-
matches, DGF and bad adherence, and it has an important impact in GFR in
long-term follow up. It is plausible that with longer follow up of our cohort AR
would exhibit also impact in graft survival.

PO-565
Impact in health-related quality of life of siblings with kidney transplant.
V.Ferraris, J. Velasco, A. Eymann, P. Coccia, J. Blazquez, C. Raddavero, J. Ferraris
Hospital Italiano de Buenos Aires, Buenos Aires, Argentina

a. Objectives
The diagnosis of chronic illness during childhood can cause and change the
family system that place family members at risk for impaired functioning.
Health perceptions of children and adolescent transplant patients and their
siblings, should be considered in providing appropriate health-care.
The purpose of this study is: I) to examine siblings (S) health related quality of
life (HRQOL) of kidney transplant patients and to compare them with healthy
controls (HC) without ill siblings; II) compare HRQOL of kidney transplant
(KT) and their siblings.
b. Methods
Cross sectional survey. Children and adolescent, between 8 and 18 years old,
for S, KT, HC, were surveyed using the KIDSCREEN-52. Mean ± SD
HRQOL scores for the 10 dimensions of the questionnaire were calculated
for each group of patients.
c. Results
S (n=49), KT (n=43), andHC (n=84).with amean of 12.2 years old (+/- 2.9 SD).
Siblings score lower than HC for: physical well-being and (p< 0.03) and
financial resources (p<0.01). S and KTscored similar for almost all the dimen-
sions; but with worst quality of life (QOL) for S, for the dimension: bullying
(p: 0.07), financial resources (p=0.05), autonomy, self perception, peer and
social support and parent relation.
d. Conclusions
1) HRQOL of KT and S patients is similar.
2) For siblings, their physical perception (physical activity, energy and fitness)
still are a challenge to improve QOL, self image is important for psychological
well being
3) Sibling’s perceptions of their financial resources is low.
These data underscore the importance of assessing HRQOL in families with a
child who has been diagnosed with a chronic illness. Health care providers
must recognize the significant impact chronic illness in children has on the
healthy siblings' HRQOL and the need to provide them with social/
psychological supports to promote their coping and adaptation.

PO-566
Evaluation of Hypertension in Pediatric Renal Transplant Patients.
A.P. Spizzirri, C. Cobeñas, P. Bresso, L. Lombardi, J. Ruscasso, O. Amoreo, E.
De Rose, J. Zalba
Hospital Sup. Sor Maria Ludovica La Plata, La Plata, Argentina

a. Objectives
Hypertension (HBP) is common after transplantation (Tx) and a risk factor for
graft loss. Monitoring of BP is essential in improving graft survival.
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Objectives:1)to describe the prevalence of HBP in Tx patients, and its rela-
tionship with donor and receptor features, and 2)to evaluate the use of 24 h-
ambulatory BP monitoring (ABPM).
b. Methods
We reviewed the charts of 21 kidney Tx patients<18y, assisted between
Jan2012 and Dec2014. We analyzed donor (age, cause of death, previous
HBP, and BMI) and receptor features (cause of ESRD, sex, age at transplant,
previous HBP, target-organ damage (TOD) and risk factors -obesity, hyperuri-
cemia, dyslipemia, diabetes-). Post-Tx evaluation included office BP, ABPM
at least 6 mo post-Tx, risk factors, TOD, chronic Tx nephropathy, graft rejec-
tion and GFR.
c. Results
12/21 (57%) were boys. Median age was 12.5y (5.1-17.8). ESRD etiologies
were: hypodisplasia (n:6), glomerulophaties (5), myelomeningocele (3), HUS
(3), ARPKD (2), nail-patella (1), and Prune-Belly syndrome (1). HBP was
detected in 57% on chronic dialysis. Three patients were obese and 13/21
had previous TOD. In 20/21 grafts were from deceased donors (median age
19.8y), and cause of death was different from stroke in 18/20. Only 10% of
donors had HBP, and 20 % had BMI >25. Office HBP was detected in 9 and
ABPM revealed HBP in 3 additional patients (all non-dipping). Obesity was
present in 7/21 patients, and 4/7 had HBP. Hyperuricemia was detected in 4/21
(2/4 with HBP -1 with diabetes- and 2/4 had dyslipemia without HBP). Stage 3
ESRDwas present in 2/21 and one had HBP. HBPwas detected in 2/3 patients
with previous rejection and 1/2 patients with chronic Tx nephropathy. TOD
was present in 13/21(61.9%).
d. Conclusions
More than half of our patients had HBP. Previous HBP, obesity and graft
rejection were frequently associated. ABPM is valuable in diagnosing HBP
in renal Tx receptor, and it is essential in evaluating nocturnal HBP.

PO-567
Cost analysis of substitutive renal therapies in the pediatric population
M.F. Camargo(1), K. Barbosa(2), S. Fetter(2), A. Bastos(1), L.D.S. Feltran(1), P.
Koch Nogueira(3)
(1) Hospital Samaritano, Sao Paulo, Brazil; (2) Fundação Getulio Vargas -
FGV, Sao Paulo, Brazil; (3) Hospital Samaritano de São Paulo e UNIFESP -
Escola Paulista de Medicina, Sao Paulo, Brazil

a. Objectives
This research aimed to compare the costs of hemodialysis (HD), either daily
(DHD) or conventional hemodialysis (CHD), versus kidney transplantation
(KTx) in children.
b. Methods
We performed a retrospective analysis of costs in a cohort involving 30 chil-
dren (18 boys/12 girls), who underwent HD (16 CHD/14 DHD) followed by
KTx, being the median age at KTx 9.9 yrs. (IQR=4.3 – 12,8). The data in-
volves costs with materials, medicine, equipment, doctor’s pays, administra-
tive fees, hospitalization rates and laboratorial exams. Patients were observed
over 20 months in HD and 27 months in KTx.
c. Results
Dialysis generates a mean cost of US 2.9 thousand/month/patient with extra
US 3.3 thousand of complications. KTx procedure is more expensive, sum-
ming to an average of USD 15.3 thousand when it is performed. However the
time-series analysis shows that KTx requires high costs only in the beginning,
whereas the HD sessions costs are spread over the entire duration of the
therapy. Thus we estimated an econometric model using system generalized
method-of-moments estimators to obtain estimates for the evolution of costs
by controlling for costs dynamics and within-patient heterogeneity. These
models clearly showed that HD is more costly after a threshold duration of
therapy, as follows: a) Patients under CHD > 16 months would accumulate
lower costs if allocated to a KTx and b) KTx is less expensive for patients in
DHD > 14 months. KTx becomes a more economical therapy at the USD
43,590.00 mark, because the following months do not add too much to the
cumulative costs. On the other hand HD reaches two times the cumulative cost
in transplant after 30 to 40 months. When only HD sessions and hospitaliza-
tion for KTx are considered, the threshold happens at USD 30,513.00.

d. Conclusions
The thresholds estimated in this study indicate that in the long run KTx is econom-
ically more advantageous than HD and might serve to guide public policy, indi-
cating that KTx should be preferred vis-à-vis HD for pediatric patients.

PO-568
Special Needs in the Preparation of Small Children for Kidney
Transplantion
L.D.S. Feltran(1), M.F. Camargo(1), M.D.F.M. Cunha(1), S.M.R.D.M.
Perentel(1), E.F. Silva(1), S.S. Komi(1), L.D.F. Lazarini(1), P. Koch Nogueira(2)
(1) Hospital Samaritano, Sao Paulo, Brazil; (2) Hospital Samaritano de São
Paulo e UNIFESP - Escola Paulista de Medicina, Sao Paulo, Brazil

a. Objectives
Young children have particular needs to achieve kidney transplantation (KT).
Our aim is to describe the particular challenges involved in the preparation of
KT in small children.
b. Methods
Descriptive study on a cohort of children whose weight was <15 Kg when
referred for KT in a tertiary transplant center from 2010-2014. The endpoint
studied was the time to inscription on the waiting list for a deceased donor KT
and the following variables (at arrival in KTcenter) were considered: a) age, b)
sex, c) weight d) CAKUT as the etiology of ESRD, e) need for urological
surgery at Kt center, f) number of prior blood transfusions, g) PRA at study
enter and h) occurrence of other than urologic comorbidities. The outcomewas
modeled with a Cox multivariable analysis.
c. Results
We studied 111 children (82 male) with median age of 2.2 years (IQR=0.9 –
3.6) and median weight of 9.9 Kg (IQR=6.9 – 12.0). CAKUTwas the etiology
in 78 cases (70%) and 41 (37%) needed a urologic surgery in the transplant
center. Other comorbidities were present in 75 children (68%), while 17 (15%)
had a positive PRA and 96 were on dialysis treatment. After a median follow
up of 0.7 years (IQR=0.3 – 1.5), 85 patients (77%)were enrolled in the waiting
list. Residual kidney function in 13 and death in 7 were the main causes of non
inscription in the waiting list.
In the multivariable Cox regression the factors associated with the outcome
were: a) age (HR=1.09 95%CI=1.02 – 1.17, p=0.011), b) CAKUT as the
etiology (HR=0.61 95%CI=0.39 – 0.95, p=0.029) and c) other than urologic
comorbidities at arrival (HR=0.60 95%CI=0.39 – 0.94, p=0.024).
d. Conclusions
CAKUT in young children who have other comorbidities is the typical sce-
nario of the challenges to provide KT quickly and efficiently for small chil-
dren. We believe that such patients should be referred to specialized centers in
this type of care.

PO-569
Effects of Renal Transplant Age on the Graft Functions in Pediatric
Transplant Recipients
E. BASKIN, B. Avci, K. Gulleroglu, M. Kirnap, G. Moray, M. Haberal
Baskent University, Ankara, Turkey

a. Objectives
Renal transplant is the best renal replacement therapy choice for children. It
provides a long-term survival.Graft outcome can be affected by many factors.
Transplant age is one of these factors. In this study, we aimed to evaluate the
relationship between graft loss and age at renal transplant.
b. Methods
We retrospectively evaluated the data files from 141 pediatric renal transplant
patients (74 boys, 67 girls). Patients were divided into 2 groups according to the
age of renal transplant.Patients younger than 12 years-old are considered as children
group (47 patients) and older than 12 years-old are considered as adolescent group
(94 patients).Demographics of the patients, etiology of chronic renal failure, donor
type, acute rejection episodes and graft loss were recorded.
c. Results
110 patients received a living-related donor allograft and the remaining 31 patients
received the allograft from a deceased donor. Gender (22 boys/25 girls for children
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group and 52 boys/42 girls for adolescent group) and mean follow-up time (63.70
±44.88 months for children group, 64.29±45.23 months for adolescent group,
p=0.94) of two groups were similar. There was any significant difference for donor
type and acute rejection episodes between two groups. 17 patients (12.1%) were
lost their graft during follow-up. 15 (16%) of these patients were in adolescent
group and the remaining 2 (4.3%) patients in children group. Graft loss was
significantly higher in adolescent group (p<0.05).
d. Conclusions
We demonstrated that adolescents has poorer graft outcome. It may be related
to different risk factors such as primary disease, immunosuppressive non-ad-
herence. These risk factors must be evaluated for each patient, especially at
adolescence ages.

PO-570
Association Between Vitamin D Level and Anemia in Pediatric Renal
Transplant Patients
B. Avci, E. Baskin, K. Gulleroglu, A. Kantar, G. Moray, M. Haberal
Baskent University, Ankara, Turkey

a. Objectives
Vitamin Dmetabolism is dysregulated during chronic renal failure. Successful
renal transplantation normalizes hematological, metabolic and endocrine ab-
normalities. It has been suggested that vitamin D have an effect on
erthyropoesis. We aimed to evaluate vitamin D status and the association
between vitamin D and anemia after renal transplant in children.
b. Methods
75 renal transplanted children were enrolled to the study. Anemia was
defined as hemoglobin level less than 11 g/dl. 25(OH)-D values of <20
and <30 ng/mL defined that deficiency and insufficiency, respectively.
Patients were grouped (25(OH)-D level is <20 ng/ml, between 20-30 ng/
ml, >30 ng/ml, group 1, 2, 3; respectively) according to their 25(OH)-D
level in the first year.
c. Results
The mean age at transplantation was 12.91±4.66 years. 41 patients (%54.7) had
vitamin D deficiency, 24 patients (%32) had vitamin D insufficiency and 10 pa-
tients (%13) had normal range vitamin D level. 18 patients (24%) had anemia.
Only one patient has normal range vitamin D level among patients diagnosed with
anemia, and 6 patients had normal range vitamin D level in patients without
anemia.We determined a negative correlation between ferritin and vitamin D level
in patients diagnosed with anemia (r=-0.6, p=0.013). Patients with vitamin D
deficiency had significantly lower hematocrit level. Other parameters of anemia
such as hemoglobin, MCV, the number of erythrocytes, serum ferritin level and
transferrin saturation were similar for all groups. Any significant difference could
be demonstrated between patients with and without anemia for parathyroid hor-
mone level and glomerular filtration rate.
d. Conclusions
Vitamin D deficiency was common in pediatric renal transplant
patients.Vitamin D deficiency is associated with increased risk of anemia in
renal transplanted children.Further studies are needed to determine whether
vitamin D status and its effects on anemia in pediatric transplant patients.

PO-571
Waiting Duration in List for Renal Transplantation: One Center Experience
K. Gulleroglu, E. Baskin, A. Kantar, B. Avci, G. Moray, M. Haberal
Baskent University, Ankara, Turkey

a. Objectives
Transplantation is accepted the best treatment choice of end stage renal failure.
The goal is to apply transplant within 6 months for children 0-5 years old,
within 12 months for children 6-10 years old and within 18 months for chil-
dren 11-17 years old. In this study we evaluated time of waiting of our patients
for renal transplant.
b. Methods
We retrospectively evaluated the data files from 96 pediatric renal transplant
patients over the last past 5 years. Demographics of the patients, cause of
chronic renal failure, time of waiting for transplant, donor type were recorded.

c. Results
The mean age of patients was 9.66±5.75 years. The mean time of waiting was
28.86±24.28 months. 70 patients received a living-related donor allograft and
the remaining 26 patients received the allograft from a deceased donor. The
mean time of waiting is significantly long for patients who received the allo-
graft from a deceased donor when compared with patient who received a
living-related donor allograft (38.16±22.97 vs. 25.23±23.98, p=0.02). The
mean time of waiting was 17.70±11.12 months for patients between 0-5 years
old. The mean waiting time was 2 times longer for patients between 5-10 years
old (37.35±29.37 months). The mean time of waiting was 25.70±21.11
months older than 10 years old. Although it is not statistically significant,
waiting time is longer for patients who received the allograft from a deceased
donor when compared with patients who received a living-related donor allo-
graft for each age group (26.33±12.74 months vs. 14.00±8.85 months, for 0-5
years old; 50.37±33.01 months vs. 32.82±27.32 months for 5-10 years old;
33.71±14.73 months vs. 22.41±22.60 months for >10 years old).
d. Conclusions
Short waiting time provide minimum complication related dialysis and end
stage renal failure.Although living-related organ donation provides patients
with an opportunity to apply an early renal transplant, we are so far of the goal
of the waiting time for children.

PO-572
Impact of Age on Height Growth After Pediatric Kidney Transplantation
S.S.K. Komi(1), L.T.M. Sanches(1), M.F. Camargo(1), L.D.S. Feltran(1), P. Koch
Nogueira(2)
(1) Hospital Samaritano, Sao Paulo, Brazil; (2) Hospital Samaritano de São
Paulo e UNIFESP - Escola Paulista de Medicina, Sao Paulo, Brazil

a. Objectives
To assess the effect of age on growth of patients in the first year after pediatric
kidney transplantion (KT).
b. Methods
Retrospective study of a cohort of children who underwent KT from 2012 to
2014 in a private hospital in São Paulo/Brazil. Anthropometric data on weight,
height, body mass index were evaluated at transplant and after one year. The
index z-scores of Weight/Age, Height/Age and BMI for age were then calcu-
lated. Patients using somatropin in the post-transplant period were excluded
from the study. To test the effect of age on growth we categorized the children
in 2 groups: I) age < median of sample and b) age > median of the sample and
then compared between groups the delta Height/Age SDS subtracting the final
measure from the initial.
c. Results
The cohort involved 92 children (66 boys) with median age at transplant of 5.6
years (IQR 3.5 – 12.5). The main etiology was CAKUT in 60% of the cases and
deceased donor prevailed in 87%. Median follow up was 371 days (IQR 355 –
405). Median age of the children from group Awas 3.5 years (IQR 2.4 – 4.7)
whereas in group B it was 12.5 years (IQR 9.5 – 15.0).Median delta Height/Age
SDSwas 0.82 (IQR 0.48 – 1.18) and 0.29 (IQR -0.14 – 0.70) in groups A and B
respectively (Mann-Whitney test p < 0.001). The other parameters (SDS for
BMI and Weight/Age) did not show different evolution between the groups.
d. Conclusions
Our data reinforce that growth is superior in children that undergo KT earlier
and this treatment should not be postponed in children for any reason.

PO-573
BK virus nephropathy management in pediatric renal transplant recipi-
ents: a series of cases
R. Cardoso(1), A. Watanabe(1), C. Metran(1), L. Henriques(1), D. David(2)
(1) Instituto daCriança - FMUSP, Sao Paulo, Brazil; (2)Hospital das Clínicas -
FMUSP, Sao Paulo, Brazil

a. Objectives
BK virus-associated nephropathy (BKVAN) is a challenging infectious cause
of renal allograft dysfunction and graft loss. There is no active treatment for
postrenal transplant BKVAN which has proven to be effective so far. The aim
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of this report is to describe the management of BKVAN in 4 pediatric renal
transplant recipients.
b. Methods
Since August 2013 the screening blood test by PCR BK virus has been sys-
tematically performed for all the pediatric kidney transplants. During the post
transplant period > 6months, we identified 4 children with BKVAN confirmed
by renal biopsy, whose data was reviewed.
c. Results
FromJuly 2008 to August 2015, 78 kidney transplants were performed. Since
August 2013, 33 children showed ≥1 blood PCR BK virus > 10.000 cp/ml, 4
of them had BKVAN (SV40+), confirmed by histopathologic analysis of renal
tissue. Donors data: deceased donor: 4/4, mean age 13 yrs. Pacients data: 2
females and 2males, mean age 9,4 yrs (7-11), mean HLA antigens mismatches
4,25. Immunossupression: Induction: metilprednisolone 4/4 + basiliximab 3/4
or thymoglobulin 1/4. Maintenance: prednisone, mycophenolate mofetil
(MMF) and tacrolimus. One patient received antirejection therapy 2 months
before BKVAN diagnosis. Mean time of detection by renal biopsy: 13,5 mo
(5-27). Management: MMF conversion to leflunomide (15-20mg/day): 4/4,
immunoglobulin (1g/Kg): 3/4 and ciprofloxacin (30mg/kg): 3/4. Estimated
GFR at BKVAN diagnosis: 82 ml/min/1,73m2; eGFR after 5,75 mo (mean,
4-8) of follow up and BKVAN management: 92,07 ml/min/1,73m2. Three
patients successfully cleared BK virus PCR after 4 months of treatment and
one remained positive with values below 10.000 cp/ml.
d. Conclusions
There is no standard treatment for BKVAN. In the present series, the early diag-
nosis, the conversion of MMF to leflunomide and use of ciprofloxacin and IVIG
proved to be a good strategy to control viremia andmaintain the allograft function.

PO-574
The predictive value of Resistive Index obtained byDopplerUltrasonography
early after renal transplantation on long-term allograft function
E.Melek(1), E. Baskin(2), K. Gülleroglu(2), A. Akdur(3), G.Moray(3), M. Haberal(3)
(1)CukurovaUniversity, Adana, Turkey; (2)BaskentUniversity, PediatricNephrology,
Ankara, Turkey; (3) Baskent University, General Surgery, Ankara, Turkey

a. Objectives
DUSG is a useful, noninvasive diagnostic tool for the management and follow-
up of the transplanted kidney. The measurement of resistive index (RI) by
DUSG has been proven to reliably predict short-term allograft function
(AF). We evaluated the value of DUSG performed during the early post-
transplant period to predict short and long-term renal AF in pediatric renal
transplant recepients.
b. Methods
We retrospectively analyzed clinical-laboratory data and DUSG parameters of
70 renal transplant recipients. DUSG was performed at 3rd and 7th days after
transplantation. A RI value <0.7 was considered as normal. Patients were
grouped as normal graft function (NGF) and abnormal graft function (AGF).
c. Results
The mean age of patients was 13.6±4.0 years. The mean follow-up time of
patients was 41.7±30.4 months. At 3rd day, 58.8% of patients with AGF had RI
value ≥0.7, only 25% of patients with NGF had RI value ≥0.7. Also at 7th day
while 74.7% of patients with AGF had RI value ≥0.7, only 26.9% of patients
with NGF had RI value ≥0.7. BUN and creatinine level of patients with RI
≥0.7 were higher than that of patients with RI <0.7 at 3rd and 7th days. The RI
values were correlated with AF at early post-transplantation period (p<0.05).
RI values at 3rd and 7th days were not correlated with AF at 1 year and last visit.
The allograft function at early post-transplantation period was correlated with
creatinine level at 1st year and with glomerular filtration rate (GFR) at 1st year
and last visit.The patients with AGF at early post-transplantation period has
higher creatinine level at first year and lower GFR at both 1st year and last visit
than that of patients with NGF.
d. Conclusions
We demonstrated that RI is correlated with AF at early post-transplantation period.
In addition, the AF at early post-transplantation period has predictive value for
long-termAF. Patientswith higherRI values at the early period after transplantation
should be followed carefully for the development of chronic allograft dysfunction.

PO-575
Infection-related hospitalizations after pediatric kidney transplantation:
Incidence, risk factors and cost
J. HOGAN(1), E. Berard(2), M-A. Macher(1), C. Couchoud(3)
(1) Robert Debre Hospital, Paris, France; (2) Hopital l'Archet, CHU Nice,
Nice, France; (3) French Biomedecine Agency, La Plaine Saint Denis, France

a. Objectives
Post-transplant infection-related hospitalizations have increased over time in
children after renal transplantation. We attempt to describe those hospitaliza-
tions in a cohort of pediatric renal transplant recipients, to study the risk factors
of infections and to evaluate the additional cost of those hospitalizations.
b. Methods
Patients under 20 years receiving a kidney transplant in France between 2008
and 2013 were screened from the National medico-administrative Hospital
Discharge database and a probabilistic matching was performed with the
National Renal Transplant Database. Costs’ calculation was based on the
Public Health Care Tariff. We used Cox regression to study the risk factors
of hospitalization. To assess the evolution of the risk with time, we calculated
the instantaneous risk of hospitalization per month for all infections and by
type of infection.
c. Results
Among 593 patients, 660 hospitalizations in 260 patients were identified;
median follow-up time was 34.7[14.7-53.2] months. The first cause of hospi-
talization was UTI, incidence rate of 16.6 per 100 patient-years (py) followed
by viral infections (15.6/100py) including 128 digestive infections, 70 respi-
ratory tract infections and 47 hospitalizations related to herpes viruses. Risk
factors of hospitalization were a younger age (HR 0.95 [0.92-0.97] per year),
HLA mismatches (HR 1.14[1.01-1.28] per mismatch) and the use of
Cyclosporine rather than Tacrolimus (HR 0.72[0.54-0.95]).
Female gender, uropathy and cold ischemia time were specific risk factors of
UTI. Instantaneous risk of infection decreased with time but CMV infection
displayed a peak at the end of the prophylaxis. Total cost of infection-related
hospitalizations was 1600k€ (933€/py) for 3529 days of hospitalization.
d. Conclusions
This study points out the high burden of infection in pediatric transplanted
patients, especially the youngest ones in terms of quality-of-life and health cost
and highlights possible ways of improvement for clinical practice.

PO-576
Successful treatment of Acute Antibody-Mediated rejection in renal
transplant patients.
J. Almeida, P. Coccia, V. Ferraris, L. Ghezzi, C. Raddavero, J. Blazquez, L.
Rodriguez, J. Ferraris
Hospital Italiano de Buenos Aires, Capital Federal, Argentina

a. Objectives
Antibody-mediated rejection (AMR) has been recognized as a unique form of
rejection without treatment by standard immunosuppressive medication. We
therefore initiated a study on treatment of AMR with an antihumoral regimen
consisting of methylprednisolone 10 mg per kg of body weight for three con-
secutive days; intravenous immunoglobulin (IVIG) 1g per kg of body weight
per dose, followed by a single dose of rituximab 375 mg/m2 body surface.
b. Methods
We studied 12 (8 males) renal transplant recipients with AMR. The median
post-transplantation time until diagnosis of AMR was 118 months (range 2-
240 months). The patients were divided in two groups: Group 1(G1) (n=7)
with acute antibody mediated rejection (AAMR) and Group 2 (G2) (n=5) with
chronic antibody mediated rejection (CAMR). Renal allograft biopsies were
evaluated using the Banff ‘09 classification and human leukocyte antigen-
specific antibodies were detected by luminex (MFI) and/or solid phase
ELISA assays.
c. Results
In G1 and G2 (X ± SD) serum creatinine (mg/dl); urinary protein excretion
(mg/g), MFI before and 12 months after treatment were: 2,3 ± 0,9 vs 1.5 ± 0.5
(p< 0.005) and 2.9 ± 1.6 vs 3.6 ± 0.9 (p < 0.05); and 0.35 ± 0.2 vs 0.19 ± 0.2
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(p< 0.03) and 1 ± 0.7 vs 1.7 ±0.8 ( p< 0.05); and 4654 ± 3921 vs 3116 ± 4494
(p < 0.01) and 5300 ± 1745 vs 5900 ± 1498 (p< 0.05). Four out of five patients
in G2 had graft loss after 2-3 years of antihumoral therapy. Three patients
developed a severe opportunistic infection (pneumocystis carinii pneumonia)
6 months after humoral treatment.
d. Conclusions
This study demonstrates that AAMR in renal transplant recipients can be
treated successfully with a combination of methylprednisolone, IVIG and
rituximab. However in CAMR they did not respond to this treatment.

PO-577
Vascular repercussion in children with end stage renal disease
F.L. Menezes(1), H.P. Leite(1), H. Massaoka(1), M.L.M. Do Val(1), M.L.R.
Monteiro(2), M. Reis(2), J.O.M. Pestana(1), P.C. Koch Nogueira(1)
(1) Federal University of Sao Paulo, São Paulo, Brazil; (2) Federal University
of Triangulo Mineiro, Uberaba, Brazil

a. Objectives
Treatment of chronic kidney disease (CKD) in children has improved signif-
icantly due to advances in dialysis and kidney transplantation. Short-term
prognosis has improved shifting the focus of attention to median and long-
term complications. In this scenario, cardiovascular disease emerges as the
main late complication, representing a new challenge in the care of children
with kidney diseases. The aim of this studywas to test the hypothesis that there
is arterial calcification in children and adolescents with CKD. In addition, we
measured arterial intima media thickness in these patients.
b. Methods
In an observational, cross-sectional study, 68 patients were evaluated at the
time of renal transplantation. During the surgery, a fragment of the inferior
epigastric artery was removed and sent for histopathological analysis.
Outcome variables were the presence of arterial calcium deposits and the
measure of the intima-media thickness of the inferior epigastric artery (IEA-
IMT). Potential exposure variables were age, sex, malnutrition, CKD etiology,
CKD duration, time on dialysis, systolic BP, diastolic BP, use of oral vitamin
D, calcium based phosphorus chelating, serum levels of calcium, phosphorus,
uric acid, homocysteine, PTH, vitamin D, FGF-23 and calcium-phosphorus
product.
c. Results
Only one patient had arterial calcium deposit. The median IEA-IMT was
166.26 mm (IQR = 130.15 to 208.39). The factors associated with this out-
come were age (each 1 year of age increased 7.9 mm in IEA-IMT, p< 0.001)
and systolic BP (an increase of 10 mmHg in systolic BP resulted in a rise of
9.3 mm in IEA-IMT, p=0.009). Moreover, there was a significant interaction
between age and systolic BP on the IEA-IMT, suggesting that the effect of age
on the thickness of the artery could be amplified by systolic BP increasing.
d. Conclusions
Calcification of the inferior epigastric artery occurred in only 1 patient.
The main explanation for this finding might be the low sensibility of the
method used (histopathology).
PO-578
Incidence and implications of early sub-clinical rejection in children with
kidney transplants
C.W. Teoh, B.C. Reynolds, T. Banh, K. Borges, V. Langlois, L.A. Robinson,
D. Hebert, R.S. Parekh
Division of Nephrology, The Hospital for Sick Children, Toronto, Canada

a. Objectives
Protocol biopsies identify histological damages that precede graft dysfunction
such as sub-clinical rejection (SCR), however, the long-term impact of SCR is
unclear. We sought to determine the incidence of early SCR and its association
with adverse graft outcomes.
b. Methods
We conducted a cross sectional analyses of 6-week post-transplant
protocol biopsies among children with kidney transplants between
Jan 2009-Dec 2014 to determine incidence of SCR. We followed them
longitudinally to determine association with eGFR, AKI episodes, and

proteinuria (protein/creatinine ratio >20mg/mmol). Immunosuppression
included anti-thymocyte globulin or anti-CD25 monoclonal antibodies,
steroids, tacrolimus and mycophenolate mofetil. SCR was defined as
presence of histological evidence of acute rejection in the absence of
a rise in serum creatinine >10% from an established baseline in the 5
days preceding the date of biopsy.
c. Results
We performed 37 protocol biopsies at 6 weeks (mean 5.9 ±SD 1.1
weeks) after transplant. Mean age at transplant was 11.3 ± 5.6 years.
Incidence of SCR was 10/37 (27%): 8 borderline changes (2 treated
with steroids), 1 acute T-cell mediated rejection Grade 1A (treated
with steroids) and 1 acute antibody-mediated rejection (treated with
steroids, IVIg and plasma exchange). Age, gender, MMF dose, MMF
AUC and eGFR at time of biopsy did not discriminate between those
with SCR and those with normal biopsies. At 1 year post-transplant,
eGFR (p=0.89), AKI episodes (p=0.69) and proteinuria (p=0.70) were
similar in those with SCR to those with normal biopsies. At 2 years
post-transplant, eGFR (p=0.81) and proteinuria (p=0.62) were also
similar. Change in eGFR at 1 and 2 years post-transplant from
eGFR at 6-week biopsy were similar in those with SCR to those with
normal biopsies.
d. Conclusions
The incidence of SCR at 6-week biopsy was about 30% and could not be
predicted by age, gender, MMF dose, MMFAUC or eGFR at time of biopsy.
There were no significant differences in 1 and 2 year outcomes.

PO-579
Sequential liver-kidney transplantation for Primary Hyperoxaluria Type
1 in a pediatric patient with end stage renal disease
A. Exeni(1), G. Falke(1), M.P. Rigali(1), M. Fauda(1), A. Mayans(1), D.
Bernardez(1), E. Montoya(2), I. Malla(1)
(1) Hospital Universitario Austral, Buenos Aires, Argentina; (2) Hospital de
Niños JM de los Ríos., Caracas, Venezuela

a. Objectives
To report our strategy of sequential liver-kidney transplantation in a pediatric
patient with Primary Hyperoxaluria Type 1 and end stage renal disease
(ESRD).
b. Methods
Case:a 12 yr-old boy with ESRD in chronic ambulatory peritoneal dialysis (
CAPD) presented with diagnosis of Primary Hyperoxaluria type 1 on the basis
of urine elevated glycolic acid and oxalic acid. He had a history of
nephrocalcinosis, hematuria, renal failure at the age 6 , CAPD at age 12, and
family history of kidney stones. His parents are first degree cousins of Muslim
origin. He presented only with mild hypertension. Oxalate levels in plasma and
in urine were normal, genetic testing showed that the patient was homozygous
for the sequence c.1084G>A in the AGXT gene. The plasmatic oxalate level
was 5 mg/l ( 0-5 mg/l).We approached sequential strategy and he underwent
liver transplantation after 2 months of extended hemodialysis (HD) 6 times a
week. The liver showed primary non function and retransplant from deceased
donor was performed 24 hours after the first graft. He continued with HD Two
months after liver transplant, (plasmatic oxalate of 2.2 mg/l ) he underwent
living donor kidney transplantation with excellent outcome . 5 months after
liver transplant , plasmatic oxalate is 1 mg/l . At 6 months follow-up he has
normal liver and renal function and no proteinuria
c. Results
Discussion: Primary Hyperoxaluria is the result of an endogenous overpro-
duction of oxalic acid due to an enzymatic defect of liver origin. ESRD is due
to medullar nephrocalcinosis and multiple renal calculi. Traditional blood pu-
rification methods are insufficient to remove oxalate adequately thus, the liver
transplantation issue arises.
We decided sequential liver renal transplantation because combined approach
entails the risk of massive deposit of circulation oxalate in the new renal graft.
d. Conclusions
We believe that it is important to report different strategies of management in
these rare and challenging diseases
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PO-580
Somatic Growth and Development of Filipino Children after Renal
Transplantation at the National Kidney and Transplant Institute
M.R. Cuya, C. Dela Sena, Z. Antonio, O. De Leon, M.A. Marbella
National Kidney and Transplant Institute, Quezon City, Philippines

a. Objectives
This study evaluates the somatic growth and development of Filipino pediatric
patients who underwent renal transplantation in a tertiary hospital using mea-
surements of height, BMI, mid-arm circumference, bone age and tanner stage.
b. Methods
This is a prospective cohort study that includes pediatric patients who underwent
renal transplantation at a tertiary hospital from March 2012 to December 2014.
Demographic profile of the subjects were included and follow up of patients for
anthropometric, physical and laboratory assessment were done.
c. Results
A total of 13 patients were included. Demographic profile includes:61.5%
males, mean age of CKD diagnosis at 12.6 years, majority on peritoneal
dialysis, mean age at transplantation at 14.2 years, 76.9% were from living
related allografts and 69.2% continued steroid treatment beyond 6 months.
Baseline mean Zscore for height was -1.9 with no significant improvement
after transplantation. Anthropometric measurements on follow up showed sig-
nificant difference in height at 9 months(p=0.05) with difference in weight and
mid-arm circumference only at 3 months and none seen on BMI on all visits.
75% of the subjects showed age appropriate changes in Tanner staging at 1
year post-KT. Changes in the laboratory parameters were not correlated with
improvement in height seen at 9 months except for PTH levels. Bone age and
height was correlated with chronological age at 1 year post-KT. Other factors
(allograft source, type of RRT) did not show any correlation to height growth.
d. Conclusions
Minimal changes on growth of children post transplantation were seen in this
study. Catch up growth was seen on those who had transplantation during their
prepubertal years with minimal height difference on those in pubertal years.
Improvement in secondary hyperparathyroidism showed insignificant contri-
bution to changes in growth. Bone age and tanner stage is a good predictor of
growth and physical maturation.

PO-581
Behavior of pro-inflammatory markers in short and long-term stable
renal transplanted pediatrics patients.
L. Rodriguez, J. Ferraris, P. Coccia, L. Ghezzi, C. Raddavero, M. Contreras, P.
Sorroche, M.S. Saez
Hospital Italiano, Caba, Argentina

a. Objectives
Kidney transplant is the most effective treatment for patients with End Stage
Renal Disease (ESRD). The advancement of therapeutic protocols achieved
almost completely reduction of acute rejection, but long term graft loss, par-
ticularly through antibody-mediated rejection, remains the great challenge of
renal transplantation. Induction of specific immunologic tolerance with immu-
nosuppression therapy remains as an important goal of organ transplantation.
The aims of our study were to evaluate the pro-inflammatory systemic medi-
ators patterns in a group of 34 renal transplanted children with stable graft
functionand the association between these mediators and time after renal trans-
plantation (TxR).
b. Methods
34 renal transplanted patients with stable graft function(Mean age 11 year old,
1-25) and 21 age and gender matched healthy controls were studied between
April and March 2015.
Mean time after transplantation: 32,9 years, (0-163). Pro-inflammatory sys-
temic mediators measured were : Interleukin 6, tumor necrosis factor alpha, C-
reactive protein, Alpha 1 antitrypsin (AAT), Complement component 3 and 4
(C3, C4).
c. Results
Two groups, patients with <1 year TxR (38%) and >1 year TxR (62%) were
studied. Male predominance (56%). AAT levels are highest after the first year

post transplant: > 1 year (Mean 170.24 ±31,07), <1 year (Mean 149 ± 25) ,
control group (Mean148 ± 16), p= 0.042. Lower C3 levels were also associ-
ated with long-term renal transplantation: >1 year (Mean104± 28 mg/dl) , <1
year (112 ±39), control group (129±14), p= 0.024 .
No significant differences were observed for the median plasma levels of all
other pro-inflammatory systemic mediators evaluated.
d. Conclusions
AAT seems to be a relevant pro-inflammatory element in long-term renal
transplant children.
C3 consumption was an unexpected fact. The data will be used to track pa-
tients and determine whether there could be any relationship with the appear-
ance of antibody-mediated rejection.

PO-582
CardiovascularRisk Factors at theMoment of KidneyTransplantation in
Brazilian Children
M.L. Do Val, .H.P. Leite, H. Massaoka, V. Moises, V. Do Carmo, V. Do
Carmo, J.O.M. Pestana, P. Koch Nogueira
UNIFESP - Escola Paulista de Medicina, Sao Paulo, Brazil

a. Objectives
Our aim was to assess cardiovascular risk factors in pediatric patients at the
time of kidney transplantation (KT).
b. Methods
We studied 69 children and adolescents aged 0-18 years that underwent KT
(ESRD group) whowere compared to a control group composed by 33 healthy
subjects matched for age and sex (Control group). The endpoint was LVMI Z-
score measured by echocardiographic examination. Variables potentially asso-
ciated with this outcome were a) sex, b) age, c) blood pressure, d) BMI Z-
score, e) ESRD etiology, b) duration of CKD and dialysis, c) exogenous use of
active vitamin D and Calcium, d) serum uric acid, e) serum vitamin D, f) intact
PTH, g) serum FGF23, h) Ca x P product, i) serum homocysteine, j) CRP and
k) serum albumin.
c. Results
Boys prevailed in both groups: ESRD=39/69 (57%) and Control=17/33
(52%) and age at study were 13±5 yrs. versus 13±4 yrs. respectively
(p=0.967). CAKUT was the main ESRD etiology (38%) followed by glo-
merular diseases (33%). LVMI was –0.9±1.1 SDS in controls and 0.5±1.8
SDS in ESRD (p<0.001). Multivariable linear regression analysis showed
that only 2 variables were associated with the endpoint: a) systolic BP,
denoting that every 10mmHg increase in BP is linked to 0.3 greater LVMI-
Zscore (p<0.001) and b) dialysis duration, meaning that every 10 extra
months on dialysis is associated with LVMI-Zscore 0.2 superior
(p=0.002). No statistical interaction was observed between the two ex-
planatory variables.
d. Conclusions
Two avoidable conditions were independently associated with the outcome
suggesting that some actions could be taken to prevent the increase of
LVMI. The present data indicate that reducing dialysis duration and also de-
creasing blood pressure should be emphasized in order to reduce cardiovascu-
lar risk in ESDR children.

PO-583
Graft survival of living donor kidney transplantation in Lithuania: im-
pact of age and diagnosis
K. Azukaitis(1), L. Vareikiene(2), S. Burbaickaja(3), T. Rainiene(4), M.
Miglinas(2), A. Jankauskiene(1)
(1) Clinic of Pediatrics, Faculty of Medicine, Vilnius University, Vilnius,
Lithuania; (2) Center of Nephrology, Vilnius University Hospital Santariskiu
Clinics, Vilnius, Lithuania; (3) Vilnius City Clinical Hospital, Vilnius,
Lithuania; (4) Center of Laboratory Medicine, Vilnius University Hospital
Santariskiu Clinics, Vilnius, Lithuania

a. Objectives
Graft survival after living donor kidney transplantation (LDKT) may be af-
fected by various donor and recipient factors. We aimed to analyze graft
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survival of LDKT performed in Lithuania in the period of 1996-2009 with a
focus on age at LDKT and diagnosis.
b. Methods
A retrospective analysis of all LDKT performed in Lithuania in the period of
1996-2009 was performed. Graft survival was derived using Kaplan-Meier
survival estimates at intervals of 5, 10 and 15 years post-transplantation.
Graft survival was compared using log-rank test.
c. Results
A total of 151 patients underwent LDKT in the analyzed period. Summary
findings and graft survival rates are presented in tables 1 and 2. Graft survival
did not differ significantly between different age and diagnosis groups (p > 0.05).

Table 1.
*Congenital nephropathy, CAKUT, HUS etc.

Table 2.
d. Conclusions
Analysis of LDKT graft survival in Lithuania for the period of 1996-2009
shows survival rates comparable to those reported in Europe. Chronic GN
andDMwere predominant diagnoses in older LDKT recipients. No significant
difference in graft survival was found comparing age at LDKT and primary
diagnosis.

PO-584
Transversus abdominis plane catheter block at the end of renal transplan-
tation reduces pain scores and duration of post-operative analgesia in
children
K. Kawamoto, C. Holmes, M. Jay, N. Mamode, H. Hume-Smith, S. Marks
Great Ormond Street Hospital for Children NHS Foundation Trust, London,
United Kingdom

a. Objectives
Postoperative pain experienced by paediatric renal transplant recipients
(pRTR) is largely caused by the abdominal wall incision necessary for the
procedure. The sensory nerve supply to the anterior abdominal wall is from
the anterior division of the lower thoracic nerves. The transversus abdominis
plane block (TAPB) is a method where local anaesthesia is introduced into the
potential space between the layers of the transversus abdominis muscle and
internal oblique muscle; effectively blocking the sensory innervation of the
anterior divisions of spinal nerves T7 to L1.
b. Methods
Prospective single centre study of pRTRundergoing renal transplantation com-
paring TAPB in combination with post-operative patient or nurse controlled
analgesia (P/NCA) using morphine to historical controls (traditional anaesthet-
ic technique without TAPB) between February 2014 and February 2016.
c. Results
40 pRTR aged 1 - 17 (median 9) years with end-stage kidney disesase (mostly
due to congenital anomalies of the kidney and urinary tract) underwent living
(31; 78%) or deceased (9; 23%) donor transplants of whom 7 (18%) received
TAPB. Post-operative morphine consumption via N/PCA was 480 - 1000
(median 740) and 210 - 1000 (median 605)mcg, N/PCA duration was 27 -
65 (median 46) and 42 - 262 (median 152) hours, time to oral fluids was 16 -
37 (median 26.5) and 8 - 395 (201.5) hours, time to discharge 8 - 25 (median
16.5) and 6 - 38 (median 22) days, pain score 0 - 67 (median 33) and 0 - 73
(median 36)% above 4, in the TAPB group and non-TAPB group, respectively.
d. Conclusions
The TAPB technique shortens the duration of N/PCA use, time to oral fluids and
time to discharge, as well as the pRTR experiencing less pain (scores above 4).
We plan to undertake future studies on continuous infusion of local anaesthesia
via a surgically placed TAP catheter over 36 to 48 hours after transplantation.

PO-585
Clinical profile of acute allograft dysfunction (AAD) in pediatric renal
transplant recipients from a tertiary care center in North India
S. Bhardwaj, R. Thergaonkar, V. Bansal, A. Sinha, A.K. Dinda, P. Hari, A. Bagga
All India Institute of Medical Sciences, New Delhi, India

a. Objectives
To identify the etiology and risk factors of AAD in renal transplant recipients
and its impact on allograft & patient survival
b. Methods
We reviewed the records of 82 patients (<18-yr) receiving 86 renal allografts
between 1995 and 2014. AAD was defined as recent rise in serum creatinine
by 30% over the baseline. It was classified as immediate (within 1-wk of
transplant), early (first 12-weeks) and late (beyond 12-weeks). Delayed graft
function (DGF) was defined as need for dialysis in first post-transplant week.
Slow graft function (SGF) was defined as failure of creatinine to fall <2.5 mg/
dl by day 7 post-transplant, without need for dialysis
c. Results
The overall incidence of AAD was 63.4% (52 recipients); of these 50% had
multiple episodes. Of 87 episodes, 14 (16.1%)were immediate, 20 (23%) early
and 53 (60.9%) late AAD. Primary graft failure, DGF and SGF was seen in
93% episodes of immediate AAD. Pyelonephritis, CNI toxicity (CNIT) and
acute rejection (AR) resulted in 75% episodes of early AAD. AR, CNIT &
chronic allograft nephropathy (CAN) comprised of 61% episodes of late
AAD. Underlying cause, age at transplant, mode & period on dialysis, living
vs. deceased donors, HLAmatch, immunosuppression & creatinine level after
transplant were not associatedwith AAD. Immediate AAD predicted graft loss
(P<0.001) on Cox regression. Graft loss occurred in 13 patients; primary graft
failure was seen in 6, AR & CAN in 2 each, & DGF, recurrent dense deposit
disease and chronic rejection in one patient each. Graft survival at 1, 2, 5 & 10-
yr was 84%, 82%, 76% and 61% in patients with AAD, compared to 92%,
89%, 87%, 84% and 74% in those without AAD (log rank P=0.005). Patient
survival was comparable in patients with and without AAD (P=0.181).
d. Conclusions
AAD occurs commonly in pediatric renal transplant recipients, with late AAD
beingmost frequently seen. Pyelonephritis and CNITare preventable causes of
early and late AAD. AAD significantly reduced graft survival, but does not
affect patient survival

PO-586
Mycophenolate Mofetil (MMF) Pharmacokinetic Profiles and Dosage
Modification in Pediatric Kidney Transplant Patients
V. Chadha, J. Vansickle, C. Jensen, B. Warady
Children's Mercy Hospital, Kansas City, United States

a. Objectives
Exposure to MMF is measured by area under the time-concentration curve
(AUC) of mycophenolic acid (MPA). A goal AUC of 30 – 60 mg*h/L is
recommended. Limited pediatric data exist on the relationship between
fixed-dose vs. therapeutic drug monitoring (TDM) based dosing and MPA
AUC.
b. Methods
All post-transplant patients initially received oral MMF at a fixed dose of 450
mg/m2 every 12 hours. AUC was determined with plasma MPA levels at 0, 1,
2 and 4 hours post dose. The dose was then adjusted to achieve desired AUC
based on first order kinetics. Follow-up MPA AUC data were obtained from a
subset of patients.
c. Results
63 patients with median age 11 yrs (1.4 to 21.6 yrs) had MMF kinetics at
baseline transplant hospitalization. Initial daily MMF dose was 894 ± 80
mg/m2 with resultant mean AUC of 40 ±17 mg*h/L. There was poor
correlation between MMF dose and AUC (r = -0.06). Whereas 56% of
patients had AUC in the target range, 30% had AUC < 30 mg*h/L and
14% had AUC > 60 mg*h/L. Patients with a subtherapeutic AUC were
younger (median 5.2 yrs) in comparison to those with AUC > 60 (median
16 yrs). To achieve the desired AUC, the daily MMF dose was increased
by 35% and decreased by 24% in those patients with baseline AUC
values of < 30 and > 60 mg*h/L, respectively. 47 patients had repeat
MMF kinetics at median 7 months post-transplant with mean AUC of 52
±16 mg*h/L and with 68% of patients achieving the target AUC. A
significant increase in AUC from 40 ± 6 to 57 ± 21 mg*h/L was also
seen in 12 patients who had no change in MMF dose from baseline.
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d. Conclusions
Systemic exposure to MPA is unpredictable at a fixed-dose regimen in pedi-
atric kidney transplant recipients, with a substantial percentage of patients not
achieving the recommended target AUC. Age appears to be a significant
influence on exposure and MPA exposure tends to increase in patient over
time. IndividualizedMMF dosing based on TDM has the potential for improv-
ing immunosuppressive treatment strategy and transplant outcome.

PO-587
Results of renal transplantation in low-weight children
V.T. Vasconcelos, F.C.F. Amaral, R. Cal, M.F.C. Camargo, J.C. Baptista-Silva
Hospital Samaritano, Sao Paulo, Brazil

a. Objectives
We report our experience with renal transplantation in low weight (<15kg)
pediatric recipients in 2015.
b. Methods
Retrospective review of the medical records of patients weighing <15 kg
that received kidney transplantation in 2015. The surgical complications
and mortality occurring within 30 days following transplantation were
examined.
c. Results
Fourteen low-weight transplantations (38% of total pediatric recipients) were
performed in our center, seven (50%) of the grafts were from living donor. The
age of the recipients at the time of transplantation ranged from 1 to 11 years
(median 3,3 years), and the mean weight of the recipients was 10,7 kg (8,5 to
14 kg). The etiology of end-stage renal disease was CAKUT (50%), inherited
(36%), undetermined (7%), and tumor (7%). The mean kidney weight was
150,3g for living donors and 127,3g for deceased donors. The kidney was
surgically implanted in the iliac fossa from a retroperitoneal approach, and
10 nephrectomies were performed in the intraoperative period. The graft renal
artery was anastomosed to the aorta (11) or common iliac artery (3) as an end-
to-side anastomosis. The renal vein was anastomosed to the cava in and end-
to-side fashion in all cases.
There was one case (7%) of an accident with the retractors in the line of arterial
anastomosis that needed to be resutured; there were no other major
complications.
d. Conclusions
Kidney transplantation is the treatment of choice for end-stage kidney
failure in the young child, including the low-weight pediatric patients.
Low weight recipients did not suffer a higher percentage of postoper-
ative surgical complications, and the results are similar to those in
older patients.

PO-588
Pseudotumor cerebri in a Kidney transplant child
L. Prates(1), V.M. Belangero(2), L. Palma(2), A.C. Lutaif(2), S. Rigatto(2)
(1) UNICAMP, Piracicaba, Brazil; (2) UNICAMP-Campinas, Campinas/
13100, Brazil

a. Objectives
Describe clinical case of Pseudotumor cerebri in a Kidney transplant child
b. Methods
Describe clinical case
c. Results
A 16 year old female with ESRD of unknown etiology received a deceased donor
kidney transplant on March, 2013 and had a good initial outcome. She was
readmitted after 25 days of transplant with hyperglycemia and tacrolimus was
replaced by cyclosporine and insuline was started, with good glycemic control
allowing insulin to be stopped. Two years and seven months after transplantation,
she starded to refer frontal headache, visual blurring and escotomas which im-
proved with analgesics and worsened with supine position. Blood pressure was
under control with 5 mg/day anlodipine. Fundoscopic evaluation showed severe
papillary edema, tortuosity of blood vessels and pathologic AV crossing. Upon
lumbar puncture, openig pressure was 38 mmHG and closing pressure 14 mmHg,

compatible with intracranial hypertension. Acetaxolamide was prescribed and in-
vestigation ruled out infection, tumors and endocrine causes. Cyclosporine was
replaced by sirolimuswith improvement of syntoms after five days and of papillary
edema in two months.
d. Conclusions
Pseudotumor cerebri is a syndrome characterized by intracranial hypertension with
a normal ventricular system. Cyclosporine is a rare cause of this syndrome, but
should be considered in the differential diagnosis. Pathogenesis is still unknown,
possibly related to cephalorachidian liquid hypersecretion or decresased reabsorp-
tion, cerebral edema or elevated venous pressure in central nervous system.
Vascular and neurologic lesions of the optic nerve related to cyclosporine were
already described, andwe alert here for the importance of considering cyclosporine
as a putative cause of neurologic disorders after transplantation.

PO-589
Analysis of growth pattern in children after kidney transplantation
A.P. Carvalho(1), V. De Souza(2), L. Selistre(2), M. Bernardes Wagner(1), C.
Druck Garcia(3)
(1) Universidade Federal do Rio Grande do Sul, Porto Alegre, Brazil; (2)

Universidade de Caxias do Sul, Caxias Do Sul, Brazil; (3) Serviço de
Nefrologia Pediátrica Hospital da Criança Santo Antônio, Porto Alegre,
Brazil

a. Objectives
Introduction:One of the goals of the renal transplant (RT) in children is to
restore a better quality of life, including reach the target final height. Although
of RT to correct metabolic and endocrine disorders involved in renal disease,
achieve an appropriate final height remains a challenge for these patients.
Objective: Compare the growth of children undergoing RTwith the reference
standard for healthy children by the World Health Organization (WHO).
b. Methods
Methods:A retrospective cohort study of kidney transplant patients from
January 2000 to December 2010 of a pediatric renal transplant center.
Excluded: incomplete records, age > 18 years, graft loss within 1 year of RT.
Factors of study: initial height, initial weight, initial BMI (Anthropometric
evaluation as WHO criteria). Covariates: initial disease, type of donor (living
or deceased), receiver age and donor, sex, race, rejection episodes, use of
corticosteroids, TFG, follow-up, treatment modality (conservative, peritoneal
dialysis, hemodialysis, transplant). Outcomes: height, weight and BMI after
RT. Statistical analysis: Student's t test, Mann Whitney test. significance level:
P <0.05.
c. Results
Results:The sample consisted of 153 individuals with a mean age of 8.6 ± 4.4
years (min 1 - Max 17.) of these 54,2%was male, 73,5% of the white race, the
majority (75,1%) from the country's south, the uropathies were the biggest
cause for conducting RT (43,7%).Regarding the Glomerular Filtration Rate
(GFR) was found statistical difference (p = 0.03), the initial average of 85.33 ±
327.41 mL / min / 1.73 m2 and after RT 77.9 ± 24 17 mL / min / 1.73 m2.The
mean initial height of the receive was 117.25 ± 25,42cm (100Min. - Max. 165
cm) and after RTwas 134.36 ± 30.11 (61.5 min. - Max. 186 cm) and statistical
differences (p = 0.04).
d. Conclusions
Conclusions: The RT pediatric interferes positively in the improvement of
renal function and contributes to the recovery of growth in this life stage.

PO-590
Virus surveillance in pediatric Kidney transplantation: Adenovirus,
Poliomavirus (BKV), Epstein-Barr vírus (EBV), Cytomegalovirus
(CMV), Herpesvírus 6 e 7 (HHV 6/7)
L. Prates(1), V.M. Belangero(2), L. Palma(2), S. Bonon(2), S. Menoni(2)
(1) UNICAMP, Piracicaba, Brazil; (2) UNICAMP, Campinas/13100, Brazil

a. Objectives
Opportunistic infections are the counterpart of immunosupression in organ
transplantation. Human viral infections were described as realted to graft re-
jection, sepsis and death. The aim of this study was to determine the presence
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of human viremia in a pediatric transplant population, and the correlation
between viremia and kidney graf rejection.
b. Methods
Urine and blood samples were collected prostectively to detected the presence
of Adenovírus, Poliomavírus, Epstein-Barr vírus, Cytomegalovírus,
Herpesvírus 6 and 7 through nested-PCR, and also CMVantigenemia.
Eighteen renal transplant patients with mean age of 14 years (range 9-18 years)
were enrolled.
c. Results
From 18, 83,3% showed positivity for at least one vírus in blood or urine. In
half of the patients, only one vírus was detected. Four out of 18 had two viruses
and in 2, 3 viruses were detected. The positivity for EBVwas 16,6%, for CMV
55,5%, BKV 33,3% and HHV 6/7, 22,2%. In three patients, there was wors-
ening of renal function at the moment of sample colletion. There was no
significant correaltion between viral positivity and demographic data, includ-
ing immunosupression regimen, nor rejection.
d. Conclusions
In our kidney transplant pediatric population, viral positivity is elevated.
The implications of viremia on outcome have yet to be determined.

PO-591
Conversion of immunosupression after pediatric kidney transplantation
V. Belangero, L. Prates, L. Palma
State University of Campinas, Campinas, Brazil

a. Objectives
New immunosupressive drugs allow the individualization of the regimen
aiming at graft funtion preservation or minimization of adverse effects.New
immunosupressive drugs allow the individualization of the regimen aiming at
graft funtion preservation or minimization of adverse effects. The objective of
this study was to analyse the conversion in immunsupressive regimen among
our pediatric transplant patients currently followed in outpatient clinic.
b. Methods
We analysed the charts of 43 patients (25 males) aged < 18 years old currently
followed in outpatient clinic (median age 14 years) regarding number and
reason for changes in immunosupression (conversion).
c. Results
Nineteen conversions in immunosupression were performed in 14 patients
(32.5%): 1 patient had four conversions; six patients had two conversions,
and the remained had only one conversion in immunosupressive regimen.
The reasons for changes comprised: adverse effect of drugs (9 conversions),
citomegalovírus infection (3 conversions), neoplasia or high risk (3 conver-
sions), acute rejection (2 conversions), ,and non-adherence in 2 conversions.
There were no rejections episodes or graft loss after conversion.
d. Conclusions
The choice of initial immunosupression is mainly based on immunological
risk. Nevertheless, in selected cases a change in the regimen is warranted and
in our population the main cause was adverse reaction to one of the drugs.
Tailoring immunosupression in a pediatric cohort was safe and did not lead to
rejection or graft loss.

PO-592
Opportunistic infection and the diagnostic challenge in kidney transplant
patients.
P. Gontijo, B. Garbim, L.D'Avila, L. Prates, L. Palma, C. Ferrari, S. Rigatto, V.
Belangero
Universidade Estadual de Campinas, Campinas, Brazil

a. Objectives
Report of an uncommon case of unknown origin fever in a pediatric kidney
transplant recipient.
b. Methods
Retrospective analysis of patient’smedical records, associatedwith literature review.
c. Results
Male, 14 years old with renal dysplasia, presented with sudden wors-
ening of renal function (creatinine range 0,96mg/dL to 2,34mg/dL)

four months after deceased donor renal transplantation. Due to history
of fluctuating levels of tacrolimus and absence of other clinical ab-
normalities, acute rejection was the mainly hypothesis. Fever became
a symptom from the first day of pulse therapy with methylpredniso-
lone. Blood cultures were negative. Renal biopsy showed no rejection
nor ATN. Investigation included CMV antigenemia, echocardiogram
and bone scintigraphy, and no infectious focus was found. The patient
received empirical antibiotic therapy from the 5th day of ilness with
no clinical response. Renal function declined with reduced urine out-
put and associated respiratory distress. After seven days hospitalized,
he was transferred to the ICU due to respiratory failure and pulmo-
nary congestion. Abdominal CT identified hepatosplenomegaly, in-
creased lymph nodes, and consolidation in the lung bases.
Immunosuppression was suspended, diuretic treatment and broader-
spectrum antibiotic were started, with some clinical improvement. In
less than 12 hours, however, pulmonary symptoms aggravated, requir-
ing ventilatory support. Laboratory findings showed anemia, thrombo-
cytopenia, further deterioration of renal function and coagulopathy.
Septic shock, DIC, extensive intraparenchymal cerebral bleeding (after
hypertensive peaks) ensued, followed by brain death. Necropsy iden-
tified disseminated histoplasmosis, with liver, spleen, bone marrow
and lymph nodes involvement.
d. Conclusions
Regarding immunossupressed pacients, time must not be wasted and any sign
should be extensively investigated as well as uncommon infections suspected.

PO-593
Dosing of tacrolimus based onCY3A5 polymorphisms in pediatric kidney
transplantation: Interim results from a clinical trial.
A.C. Alvarez-Elías(1), P. García-Roca(1), E. Cornejo(1), L. Velasquez-Jones(2),
S. Valverde-Rosas(2), G. Varela-Fascinetto(3), P. Kotanko(4), M. Medeiros(1)
(1) Laboratorio de Investigación en Nefrología y Metabolismo Mineral Óseo,
Hospital Infantil deMéxico FedericoGómez,México,Mexico; (2)Departamento
de Nefrología, Hospital Infantil deMéxico Federico Gómez, México, Mexico; (3)

Departamento de Trasplantes, Hospital Infantil de México Federico Gómez,
México, Mexico; (4) Renal Research Institute, New York, United States

a. Objectives
The aim of the study is to identify whether dosing of Tacrolimus (Tac) accord-
ing to CYP3A5 genotype may improve achieving trough target levels, and
diminish episodes of rejection and toxicity.
b. Methods
A single-blinded randomized clinical trial in a cohort of pediatric renal transplant
recipients. Pre-transplant CYP3A5 genotypes were determined by direct sequenc-
ing. We included all patients who received Tac. The initial doses of tacrolimus
(mg/kg/day) were as follows: 1. Conventional Group: maximum dose of 0.10,
regardless of genotype. 2. Genotype-guided Dose Group: AA*1*1(Expresser
[Exp]): 0.20, AG*1*3 [Exp]: 0.15, GG*3*3(Non expresser [Nexp]): 0.10; sub-
sequent doses were adjusted to achieve target trough levels of 8 ng/mLmonth one
to six, 7 ng/mLmonth 6 to 12. Primary outcome: effectiveness to get target trough
levels the first month. Secondary outcome: frequency of rejection and/or toxicity
after one year of follow up. Statistical analysis: intention to treat (ITT).
c. Results
32 patients were enrolled. Median age 14.0 years (11.0-15.7 IQR), 20
were males. Genotype distribution in the Conventional Arm (n=18)
was as follows: Exp: 8 pts (44.4%); Nexp: 10 pts 55.6%. In the
Genotype-guided Dose Group (n=14) we observed the following poly-
morphisms: Exp: 7 pts (50.0%); Nexp: 7 pts 50.0%. No statistical
differences between both treatment groups in reach trough levels of
tacrolimus after one month (Conventional Arm 58.8%, Genotype-
guided Dose group 57.1%, p=0.995). After one year of follow up,
Conventional arm presented higher frequency of rejection 22.2% than
Genotype-guided group 7.1% (15.1% of reduction p=0.224).
d. Conclusions
It is premature to determine the effectiveness of the genotype-guided dosing
strategy since the calculated required sample size is 110 patients (55 per arm).
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Long term follow up of this cohort will further elucidate the utility of this dosing
strategy on long-term graft survival.It is premature to determine the effectiveness
of the genotype-guided dosing strategy since the calculated required sample size
is 110 patients (55 per arm). Long term follow up of this cohort will further
elucidate the utility of this dosing strategy on long-term graft survival.

PO-594
Hemophagocytic Lymphohistiocytosis secondary to histoplasmosis in re-
nal transplant patient
E. Elenberg, N. Celebi, J. Vallejo, O. Eckstein, J. Geer
Baylor College of Medicine, Houston, United States

a. Objectives
Transplant patients are susceptible to opportunistic viral and fungal infections due
to chronic immunosuppression. Hemophagocytic Lymphohistiocytosis (HLH) is a
potentially fatal hyperinflammatory syndrome characterized by histiocyte prolifer-
ation and hemophagocytosis. HLH may be primary or secondary (e.g. to infec-
tion). Although very rare, HLH can be seen in solid organ transplant recipients.
b. Methods
Case report of secondary HLH in an immunosuppressed patient
c. Results
A 16 y old female with deceased related donor renal transplant (2011).
Maintained on Mycophenolate Mofetil, Prograf and Prednisone (October
2013). Chronic transplant nephropathy evolved secondary to several episodes
of humoral and cellular rejections in the setting on non-adherence to therapy.
In October 2014 chronic hemodialysis (HD) was started due to loss of graft
function. Two weeks into chronic HD, she developed fever and fatigue. Initial
work up revealed pancytopenia, with negative blood and urine cultures. Fever
persisted despite empiric antibiotic therapy and increased prednisone dose.
Further work up revealed elevated PCRs for CMV 500IU (Nl<96IU/ml) and
EBV 2400IU/ml (Nl<49IU/ml), persistently elevated D-dimer>20.oug/ml,
low fibrinogen 199mg/dl, elevated LDH 6329units/L (Nl 342-670U/L), ferri-
tin 62000ng/ml (Nl 10-70ng/ml) and triglycerides 1047mg/dl (Nl 20-150mg/
dl). Bone marrow biopsy revealed intracellular yeasts forms along with reac-
tive hemophagocytosis consistent with HLH. Blood fungal culture showed
hyphal elements and Histoplasma serum Ag was positive but too high to
quantitate. Therapy with iv Ganciclovir (2mo) and iv Amphotericin (1y) lead
to resolution of CMV, histoplasma and HLH.
d. Conclusions
Immunosuppressed patients are at risk of rare fungal infections. Although rare,
secondary HLHneeds to be considered in infected immunosuppressed patients
who have persistent fever, elevated LDH, ferritin and triglycerides. Secondary
HLH responds to therapy of primary cause.

PO-595
ABPMAnd echocardiographic findings in mexican pediatric renal trans-
plant recipients
V. Barajas
Hospital infantil de México, México, Mexico

a. Objectives
We determined the correlation of nocturnal dipping and hypertension (HTN)
with echocardiogram findings in renal transplant recipients at Hospital Infantil
de Mexico Federico Gomez. Paediatrics Nephrology Services
b. Methods
This cross sectional study included findings from June 2014 to June 2015.
Ambulatory blood pressure monitoring (ABPM) studies were performed 3
months post-transplant and ecocardiogram findings were correlatedwith initial
ecocardiograma before the trasplant
c. Results
We included 35 patients, 21 males, median age 15 years (range 3-18);
42% had HTN based on ABPM results. Only 14 patients had noctur-
nal dip. We found a positive correlation between the BMI z-score and
HTN (p= 0.06). Patients with HTN had a significantly greater BMI z-
score (p=0.018). Left ventricular ejection fraction was significantly
less in those with HTN

& FEVI un patients with hypertension Vs non hypertension
d. Conclusions
In this cohort, HTN prevalence as documented on ABPMwas elevated. Those
with HTN had greater BMI and the ejection fraction was decreased in those
with HTN. Furhter analysis is underway.

PO-596
Age at kidney transplantation: why do adolescents do worse?
A.P. Ramirez, M. Monteverde, J. Goldberg, A. Chaparro, Z. Balbarrey, J.
Ibanez, P. Pereyra Rubin
Hospital de Pediatria JP Garrahan, Buenos Aires, Argentina

a. Objectives
While over the last decade patient and graft survival in children with
kidney transplantation (Tx) have improved, results in the older ones
have lagged behind. We decided to study patient and graft survival
according to recipient age at Tx and to identify prognostic factors in
those with a poor outcome.
b. Methods
We conducted a retrospective cohort study in all patients who
underwent a kidney Tx at Garrahan Hospital since 2002, when all
episodes of rejection were biopsy confirmed. Three age groups were
identified: ≤6, >6 and <12, and ≥12y of age. All children were
followed-up from Tx to graft failure, death, transition to an adult
center, or end of the study (01-03-2016).
c. Results
Of 431 patients, 44 (10%) were < 6, 179 (42%) >6 and <12, and 208
(48%) ≥12 y. Eight-year patient survival was 97%, 99%, and 95%
(p=0.2), and eight-year graft survival was 86%, 69%, and 30%, re-
spectively (p=<0.001). In patients >12 y with a worse outcome the
following risk factors for graft loss were included in univariate anal-
ysis: Chronic renal failure (CRF) secondary to focal segmental
glomerulosclerosis (FSGS) (vs other causes): HR: 9.4; (p<0.001), ear-
ly acute rejection (AR) (<6m post-Tx): HR: 8.1; (p<0.001), late AR
(>6m post-Tx): HR: 4.3; (p<0.001), DGF: HR: 4.1; (p<0.001), non-
adherence to immunosuppression: HR: 2.3; (p=0.02), age of deceased
donor >35 y: HR: 1.95 (p=0.1), time on dialysis: HR: 1.1 (p=0.1),
number of HLA-B and HLA-DR mismatches: HR: 0.8 (p=0.3), cold
ischemia time: HR: 0.9 (p=0.5), recipient sex: HR:0.8 (p=0.6), de-
ceased vs living-related donor: HR: 1.2; (p=0.6), 2nd Tx (vs 1st):
HR: 1.2; (p=0.7). In multivariate analysis late AR: HR: 12.9
(p<0.001), CRF secondary FSGS: HR: 12.5 (p<0.001), early AR:
HR: 9 (p<0.001), and DGF: HR: 4.9 (p<0.001) (Schoenfeld test:
p=0.56) were found to be predictive of graft loss.
d. Conclusions
Graft survival is lower in adolescents. Prevention of rejection associated with
non-adherence, patients with FSGS, and post-Tx DGF should be taken into
account.
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PO-597
Long-term outcome of pediatric kidney transplantion in Slovakia
L. Podracka(1), G. Kolvek(2), Z. Kizekova(1), M. Dluholucky(3), M.
Antonyová(4)
(1) Medical Faculty and Childrenś Hospital, Bratislava, Slovakia; (2)

Dept.Pediat. Childrenś Hospital, Košice, Slovakia; (3) Dept. Pediat.
Childrenś Hospital, Banska Bystrica, Slovakia; (4) Dept. Pediat. University
Hospital, Martin, Slovakia

a. Objectives
Kidney transplantation is considered the most effective treatment for children
with end stage renal disease(ESRD). According to national epidemiologic
survey an average annual incidence of ESRD in children (under 15 years) in
Slovakia is 0.9 per million population (pmp) or 5.5 per million children under
15 years (pmc) and the prevalence equates 3.9 pmp or 25.3 pmc.
b. Methods
Data on pediatric kidney transplantation from Slovakia regarding the past two
decades were analysed.
c. Results
During the years 1990-2014 kidney transplantations were performed in 103
children in Slovakia (93 cadaveric and 16 living donors respectively; 6 children
undrewent two transplantions).The mean age at the time of transplantation was
10.6 years (range 4.1-17.5 years). The most common cause of kidney failure
were congenital anomalies (CAKUT; 36%), cystic kidney diseases including
polycystic kidney disease (23%) and hereditary nephritis (13%). Overall patient
survival was 95.8% after 5 years and 5-year allograft survival was 70.8%.
However, the better graft survival was observed in children with CAKUT com-
pared to no-CAKUT (p<0.05). From the whole cohort eight children died (4x
sepsis, 3x cardiac arrest, 1x unknown cause). Recurrence of primary nephropa-
thy was observed in 2 children (1x MPGN, 1x FSGS) and another 2 patients
developed humoral rejection. Immunossupressive regime consisted of steroids,
calcineurin inhibitor (CNI) and mycophenolate mophetyl in the vast majority of
children. Due to toxicity observed in 4 patients cyclosporine was switched to
sirolimus. Hypertension was present in 63% of children and 31% of the patients
had abnormal heart geometry on echocardiography.
d. Conclusions
Kidney transplant is the best treatment option for children with ESRD. The
long-term survival of kidney grafts is favorable in Slovak children but cardio-
vascular co-morbidity is high.

PO-598
Effect of body weight donor on the pediatric kidney transplantation
A.P. Carvalho(1), V. De Souza(2), I. Pires(3), A.H. Mozo(3), S. Dickel(3), C.
Druck Garcia(4), R. Rohde(3), V. Bittencourt(3)
(1) UFRGS, Encantado, Brazil; (2) Universidade de Caxias do Sul, Caxias Do
Sul, Brazil; (3) Serviço de Nefrologia Pediátrica - Hospital Santo Antônio,
Porto Alegre, Brazil; (4) Universidade Federal de Ciências da Saúde de
Porto Alegre, Porto Alegre, Brazil

a. Objectives
To evaluate the effect of body weight donors lower than 15 kg in pediatric
kidney transplant.
b. Methods
All pediatric kidney transplant from the online database in a single center were
revised from January 2014 to February 2016.Demographic data, etiology of chron-
ic kidney disease, donor bodyweight, and patient and graft survival were analyzed.
c. Results
77 pediatric kidney transplants were performed in the Hospital da Criança
Santo Antonio, Porto Alegre, Brazil, during the study period. According to
the body weight donors: 14 were under 10Kg (group 1), 14 between 10 and
20Kg (group 2), and 49 bigger than 20Kg (group 3). Median age at transplan-
tation was 12.4 years, and most of recipients were male (52%). The most
common underlying renal etiologies were congenital anomaly of kidney and
urinary tract- CAKUT (n= 29, 38%) and glomerulopathy (n= 22, 29%). There
were 7 graft lost, 2 in the group 1 (14%) , 2 in the group 2 (14%), and 3 in the
group 3 (6%), without statistical difference between the groups. The graft

survival according to the body weight donor at six months was 83%, 73%,
and 93% in the groups 1, 2 and 3, respectively (Log Rank p-value= 0.5). We
also analyzed the ratio donor weight / recipient weight, and split it in three
groups: 18 lower than 0.5 (group A), 21 between 0.5 and 1.5 (group B), and 35
higher than 1.5 (group C). There were no difference in number of graft lost or
graft survival at six months in these groups (log-rank, p-value = 0.4).
d. Conclusions
Pediatric kidney transplantation with body weight donors lower than 15 kg is
still a challenging procedure. In the present study we did not find worse results
in transplantation with small donors.

27 - Treatment adherence, adolescent transition, ethics

PO-599
Transitional care and adherence of adolescents after KTX in Germany and
Austria: A binational observatory census within the TRANSNephro trial
M. Kreuzer(1), J. Prüfe(1), J. Drube(1), R. Brunkhorst(2), M.L. Dierks(1), M.
Oldhafer(3), D. Bethe(4), L. Pape(1)
(1) Hannover Medical School, Hannover, Germany; (2) Klinikum Region
Hannover, Hannover, Germany; (3) German Society of Transition, Hannover,
Germany; (4) University of Heidelberg, Heidelberg, Germany
a. Objectives
Transition from child to adult-oriented care is widely regarded a challenging
period for young people with kidney transplants and is associated with a high
risk of graft failure.
b. Methods
We analyzed the existing transition structures in Germany and Austria
using a questionnaire and retrospective data of 119 patients transferred
in 2011-2012.
c. Results
Most centers (73%) confirmed agreements on the transition procedure.
Patients’ age at transfer was subject to regulation in 73% (18 years). Median
age at transition was 18.3 years (16.5 – 36.7). Median serum creatinine in-
creased from 123 to 132 μmol/l over the 12 month observation period before
transfer (p = 0.002). 25/119 patients showed increased creatinine ≥20% just
before transfer. Biopsy proven rejection was found in 10/119 patients. Three
patients lost their graft due to chronic graft nephropathy.
Mean coefficient of variation (CoV) of immunosuppression levels was 0.20
±0.1. Increased creatinine levels ≥20% just before transfer were less frequently
seen in patients with CoV <0.20 (p = 0.007).
d. Conclusions
The majority of pediatric nephrology centers have internal agreements on
transitional care.More than half of the patients had CoVof immunosuppression
trough levels consistent with good adherence. Though, 20% of the patients
showed increase in serum creatinine close to transfer.

PO-600
Structured transition programme leads to improved renal allograft sur-
vival for adolescent renal transplant recipients transferring to adult
nephrology.
L. Plumb, R. Mistry, S. Bradley, S. Marks
Great Ormond Street Hospital for Children, London, United Kingdom

a. Objectives
Transfer of care from paediatric to adult services is a particularly vulnerable
time for renal transplant recipients (RTR) and is associated with significant
morbidity. We describe our single centre adolescent renal transplant pro-
gramme since 2004, offering a multi-disciplinary approach to transfer and
providing support to this cohort as they become increasingly autonomous.
We report the changes in patient and renal allograft survival seen prior to
and following the introduction of a formalised transition process.
b. Methods
Adolescent RTR were identified retrospectively from our nephrology da-
tabase and case notes. Patient and renal allograft survival data were
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obtained from the NHS Blood and Transplant database of patients from
this transition cohort and a historical control. Patients who received a
renal transplant between 1973 - 2009 with at least 12-months of follow-
up data were included.
c. Results
Since 1973, a total of 505 patients have been transferred from GOSH paedi-
atric services to adult care who have undergone 583 renal transplants (66
patients with their second transplant and 12 patients on their third). RTR were
predominantly male (64%), undergoing transplantation from deceased donors
(68%). CAKUT was the underlying primary diagnosis in 25%. Since 2006,
132 RTR have completed our transition programme (56% male) with a mean
age of 17.9 years on transfer; 73%went on to adult care with a functioning first
transplant and 12% with a functioning second. 19 (17%) grafts have since
failed, which is lower than previously reported. One patient died with a func-
tioning graft at time of death. When cohorted into transplant vintage, progres-
sive improvements in renal allograft survival are seen compared with pre-
transition patients.
d. Conclusions
We have seen ongoing improved renal allograft survival every year since the
inception of our formal transition programme for adolescent RTR.

PO-601
Transition from paediatric to adult centre in kidney transplanted pa-
tients: impact on psychosocial status and renal function
R. Novo(1), A. Delattre(1), C. Trenteseaux(1), M. Hazzan(2), M. Dehennault(1)
(1) Hopital Jeanne De Flandre, University Hospital Of Lille, Lille, France; (2)

Hopital Huriez, University Hospital of Lille,, Lille, France

a. Objectives
Transition from paediatric to adult centre has always been a matter of concern
in paediatric teams.
In this study we have wanted retrospectively, evaluate this process in our unit.
b. Methods
From 01/01/2007 to 31/12/2013, 34 patients with functioning graft are trans-
ferred to adult centre, at a mean age of 19,5 (18 to 22), after 1 to 3 meetings
with paediatric and adult teams.
To evaluate the process, we sent a questionnaire to the patients and looked at
blood creatinine at M-12, M-6, M0(transfer), M+6, M+12, M+24 and last one.
c. Results
On 23 answers, 1 is not usable. 14 to 18/23 findmeetings informative, friendly,
easy, think transfer occurred at right time, 6 too soon, too hard, 1 too late. All
are able to manage their medical status.
After transfer, 19 go to every appointment. All tell taking regularly their med-
ications. Family is present at outpatients visits for 14. About social life, 6
patients study, 7 work (6:bachelor level), 7 seek work (1:bachelor level).
About relationships, 9 have a lover. 12 live with parents, 9 independently (6
like a couple), 18 have a best friend.
About mood, 13 have only positive feelings, 5 only negative (depressed?), 4
both. About health, 19 think it is good, 2 slightly good, none bad. 20 patients
are well supported by family, 2 a little.
Renal function is stable ≥ 24 months after transfer in 31/34 patients. Mean
blood creatinine (mg/l) is not significantly different at M-12(13,7), M0(15),
M+12(14,8), M+24(16,3) and M>24(15,3) [p=0,53]. 3/34 (8,8%) lost their
graft (on dialysis M6, M25 and M27 after transfer).
d. Conclusions
This study shows more optimistic results than former ones.
To improve them, we need to prepare patients a long time before this very
crucial period, and have good cooperation between teams.

PO-602
Reliability of the “Questionario STARx “among Mexican Adolescents
with Chronic or End-stage Kidney Disease: Sociodemographic Predictors
G. Cantu-quintanilla(1), A.c. Alvarez-Elías(2), A. Aguilar-Kitsu(3), A. Otero(1),
C.G. Silva-García(1), R. Guitierrez-Nava(2), M. Ferris(4), M. Medeiros(2)
(1) Universidad Panamericana, Mexico City, Mexico; (2) Hospital Infantil de
México Federico Gómez, Mexico City, Mexico; (3) Centro Médico Nacional.

Siglo XXI, Mexico City, Mexico; (4)UNC Chapel Hill, North Carolina, United
States

a. Objectives
The reliability of health care transition readiness (HCT) assessments based on
self-report among Mexican adolescents, is yet to be demonstrated. We report
initial validity data on the translated and back translated STARx Questionnaire

1

(“Questionario STARx”).
b. Methods
We invited adolescents with renal conditions (i.e. lithiasis) and chronic or end-
stage kidney disease to respond to the 18-question “Questionnaire STARx”; a
self-administered, web-based tool to measure HCT readiness. Participants
from the both, Hospital Infantil Federico Gomez (an institution that serves
low income families) and Hospital IMSS-Siglo XXI (an institution that serves
those who have a non-government job and their families) were approached in
clinics or in the dialysis unit. Descriptive analysis, One way Anova and
Student-t tests were conducted using SPSS.
c. Results
IRB-approved consents were obtained from 170 adolescents with the follow-
ing characteristics: Mean age 15.08 ± 2.12 (Range 10 to 22 years); 87 (52%)
males; 22 (13 %) had a renal condition; 94 (55 %) had CKD stages1-4; 24
(14%) had dialysis; 30 (18%) had a transplant. Caregivers mean age was 40.62
±6.55 and 9% had > than high school education. The mean Questionnaire
STARx score significantly increased by age, patients older than 15 years had
the better score (43.8, p=<0.0001). But even those did not reach 50% of the
score. While there was no statistical difference by patient gender or caregiver
education, adolescents whose caregivers had low education, had the lowest
scores.
d. Conclusions
The Questionario STARx has demonstrated initial validity and significantly
correlates with the patient’s age. Despite the difference in the population’s
socio-economic status, the sample’s overall low score has outlined the need
for HCT preparation in both centers. Further testing is underway

28 - Hypertension, obesity & metabolic syndrome

PO-604
Plasma aldosterone level and plasma renin activity in relation to pulse
wave velocity and intima media thickness in hypertensive paediatric
patients
N. Marcun Varda(1), M. Mocnik(2)
(1) University Medical Centre Maribor, Maribor, Slovenia; (2)Medical faculty,
University Maribor, Maribor, Slovenia

a. Objectives
Both aldosterone and renin may have an important role in determining arterial
stiffness, so the aim of our study was to investigate the association between
both aldosterone level and plasma renin activity (PRA) and vascular stiffness,
characterized by pulse wave velocity (PWV) in hypertensive children, adoles-
cents and young adults, as well as the association of both with intima media
thickness (IMT) in the same patients.
b. Methods
The study included 90 hypertensive children, adolescents and young adults (3-
21 years old), diagnosed with hypertension, in whom PWV, IMT, aldosterone
and PRA were measured. Statistics was done with IBM SPSS Statistics 20.
Correlation tests between PWV, aldosterone, PRA and IMT were performed.
Measurements of interest were also analyzed in relationship to age and body
mass index (BMI).
c. Results
The mean age of included subjects was 13.8 ± 4.1 years. The mean
BMI was 24.0 ± 5.1 kg/m2, mean PWV 6.4 ± 1.3 m/s, mean IMT in
the right carotid artery 0.38 ± 0.09 mm, mean aldosterone level 0.29
± 0.17 nmol/l and mean PRA 0.99 ± 0.88 μg/l/h. The results show no
significant correlations between PWV and aldosterone level, PRA and
IMT. There was also no correlation between IMT and aldosterone.
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However, weak negative correlation was found between IMT and PRA
(r=-0.231, p=0.03). In addition, PWV correlated significantlywith age,
aldosterone with both age and BMI, PRA negatively with both age
and BMI, and IMT with BMI. There were no statistically significant
differences between mean values when comparing normal weight hy-
pertensive (N=52) with obese hypertensive patients (N=38).
d. Conclusions
According to our study, aldosterone level, PRA and IMT are not significantly
associated with PWV. However, ageing and BMI have important influence on
all of them. Our data, including IMT and PRA, need confirmation in a larger
prospective study.

PO-605
A new biomarker for the early diagnosis of renal damage in obese chil-
dren; urine netrin-1
D.O. Hacihamdioglu(1), B. Hacihamdioglu(1), D. Altun(2), T. Muftuoglu(3), F.
Karademir(4), S. Suleymanoglu(4)
(1) Suleymaniye Women Health, Children's Training and Research Hospital,
Istanbul, Turkey; (2) Ufuk University Department of Pediatrics, Ankara,
Turkey; (3) GATA Haydarpasa Teaching Hospital Department of
Biochemistry, Istanbul, Turkey; (4) GATA Haydarpasa Teaching Hospital
Department of Pediatrics, Istanbul, Turkey
a. Objectives
Urinary netrin-1 is a new marker to demonstrate early tubular damage. The aim of
this study was to determine whether urine netrin-1 is increased in obese children.
b. Methods
A total of 68 normoalbuminuric and normotensive obese patients and 65
controls were included. Urine samples were collected in order to assess urine
phosphorus, sodium, potassium, creatinine, albumin, and netrin-1. Blood sam-
ples were collected for use in measuring fasting glucose, insulin, lipids, phos-
phorus, sodium, potassium and creatinine. HOMA insulin resistance index
was calculated.
c. Results
Gender and age were similar between obese and control groups (12.01
±3.03 vs 11.7±3.2 years, p=0.568 and 33 vs 35 girls, p=0.543 respec-
tively. Obese patients had significantly higher netrin-1 excretion than
control group (841.68±673.17 vs 228.94±137.25 pg/mg creatinine,
p=0.000). Urine netrin-1 was significantly higher in obese with insulin
resistance compared to obese without insulin resistance (1142±1181 vs
604.9±589.91 pg/mg creatinine, p=0.001).
d. Conclusions
Urine netrin-1 level could be increased in normotensive and
normoalbuminuric obese children before albuminuria. Urinary netrin-1 excre-
tion seemed to be affected predominantly by insulin resistance and
hyperinsulinemia. Urine netrin-1 may be a new biomarker for determining
early tubular injury in obese children.

PO-606
A comparative study of 24 hours ambulatory blood pressure (ABPM),
renal function and proteinuria in children with sickle cell disease
G.C. Bhatt, N. Shrivastava, S.R.K. Dubey, S.K. Goel, S. Tanya, B. Dhingra,
D. Joshi
AIIMS Bhopal, Bhopal, India

a. Objectives
To measure24 hours ambulatory blood pressure through ABPM, proteinuria, glo-
merular filtration and renal function in Sickle cell disease(SCD) with normal
controls.
b. Methods
Fifteen children diagnosed with SCD and nine healthy controls were included in
this study. After taking informed consent from all participants, both the groups
underwent renal function, urine specific gravity and proteinuria (UP/UC spot)
assessment. In both the groups three resting BPmeasurements were obtained from
the right upper arm using an aneroid sphygmomanometer with appropriately sized
cuff. For assessment and comparison of diurnal blood pressure variation in cases

and controls both the groups underwent ABPM for 24 hours with appropriate size
cuff
c. Results
15 patients and 09 controls were enrolled for the study. Baseline
characteristics of the two groups were similar. Office BP revealed
pre-hypertension in two subjects with SCD. White coat hypertension
was present in two subjects in the control (22.2%). Ambulatory blood
pressure in SCD revealed lower 24 hours mean systolic BP(95.4±9.8
vs 97.8±7.2,p=0.523);24 hours mean diastolic(56.8±8 vs 59.0±2.7);
daytime systolic BP averages(97.7±9 vs 100.3±7.7); daytime diastolic
BP averages(58.1±8.1 vs 1.0±3.4);nighttime systolic BP averages(85.6
±13.7 vs 90.7±6.8) and nighttime diastolic averages(48.8±9.8 vs 53.4
±2.8) Abnormal dipping pattern was high in the patients with sickle
cell disease(7/15 vs 1/9,p=0.04). GFR was abnormally high in SCD
patients as compared to controls (210.2±60.1 vs 154.2±48.3,p=0.027)
and hyper- filtration(GFR >140ml/min/1.73m2 ) was found in all SCD
and 3 controls, p<0.001. Also, lower value of serum creatinine was
observed in patients of SCD(0.29±0.10 vs 0.40±0.17,p=0.03)
d. Conclusions
Abnormal dipping pattern was found in patients with SCD, thus implicating a
high risk of cardiovascular abnormality in these patients. Moreover, lower
ABPM values, hyperfiltration and low creatinine were more common in
SCD patients as compared to controls.

PO-607
Obesity and hypertension in Australian young people: Results from the
Australian Health Survey 2011 to 2012
S. Kim(1), J. Lewis(1), L.A. Baur(2), P. Macaskill(3), J.C. Craig(3)
(1) The Children's Hospital at Westmead, Westmead, Australia; (2)Discipline of
Paediatrics and Child Health, Sydney Medical School, University of Sydney,
Camperdown, Australia; (3) School of Public Health, University of Sydney,
Camperdown, Australia

a. Objectives
Few studies have focused on the prevalence of hypertension and obesity
among young people (ages 15 to 24), although there is increasing awareness
that preventative programs need to target this age group.
b. Methods
We examined the prevalence of overweight, obesity and hypertension among 2
163 young people in Australia using data from the Australian Health Survey
2011 to 2012 and aimed to identify behavioural risk factors using logistic
regression.
c. Results
The prevalence of obesity increased from 7.5% to 15% through the
ages of 15 to 25 among boys, whilst the prevalence of overweight
and obesity remains constant among girls throughout this age group
(14%). Low levels of physical activity was shown to be a strong risk
factor for obesity for both boys (odds ratio (OR) 5.95, 95% CI 1.83
to 19.36) and girls (OR 3.20 95% CI 0.69 to 14.87). Low socioeco-
nomic status was associated with obesity among girls only (1st quin-
tile OR 4.65, 95% CI 1.97 to 10.99). Although the prevalence of
hypertension is low in this age group, the prevalence of high normal
blood pressure is high especially among men (28% men and 14%
women).
d. Conclusions
Our results suggest that programs targeting physical activity participa-
tion should be tailored differently for boys and girls, with a focus on
girls during late childhood and early adolescence but late adolescence
and early adult life for boys.

PO-608
Lipoxin A4 attenuates the progression of Obesity-Related
Glomerulopathy by inhibiting activation of NF-kB , Akt and MAPKs
Y. Guo, H. Jiang, H. Jiang, H. Tian, S. Yuan, D. Sun
The First Affiliated Hospital of China Medical University, Shenyang, China
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a. Objectives
lipoxin A4(LXA4) plays a key role in inflammation reduction and has positive
protective effects on renal disease.The purpose of this study was to explore the
molecular mechanism of LXA4 in attenuating the progression of obesity-
related glomerulopathy (ORG).
b. Methods
48 five-week-old C57BL/6 male mice were divided into two groups
randomly,with 24 in each group,and consumed normal diet(ND
group)or high-fat diet(HFD group) for 12 weeks separately.And
then,they were randomized to three groups, normal control group,
group 1 and group 2 with 8 respectively.LXA4 or /and Boc-2(a
LXA4 receptor antagonist) were administrated to group1/2 for three
days.Body weight were recorded each week,24 hours’ urinary protein
was detected at the 4th,8th,12thand13thweek.Moreover,blood biochemi-
cal indicators,expression of pro-inflammatory cytokinesIL-1b,IL-
6,TNF-a,ICAM-1and MCP-1,expression of IkB-a, phosphorylation of
Akt, and activation of extracellular signal-regulated kinase (ERK) and
p38 MAPK in renal cortical were determinedafter sacrifice on 4 days
off.
c. Results
High-fat diet induced metabolic,renal dysfunction and significant glo-
merular hypertrophy and extracellular matrix accumulation in
mice,LXA4 contributed toimprove kidney function and kidney mor-
phology in ORG.LXA4reduced renal cortical expression of pro-
inflammatory cytokinesIL-1b,IL-6,TNF-a,ICAM-1and MCP-1.These ef-
fects were suppressed by the LXA4 receptor antagonist Boc-2.LXA4
significantly attenuateddegradation of IkB-a and phosphorylation of
Akt, extracellular signal-regulated kinase (ERK) and p38 MAPK in
renal corticalactivated with a high-fat diet.
d. Conclusions
Our study showed that LXA4 can attenuate pro-inflammatory cytokine
production in renal cortical of ORG by inhibiting many inflammatory
signaling pathways including NF-kB, Akt, ERK and p38 MAPK.LXA4
showed a potential therapeutic application in ORG.

PO-609
Screening and management of hypertension in pediatric kidney trans-
plants recipients
A. Daga(1), S. Natarajan(2), M. Crane(2), J. Baluarte(2), K. Meyers(2)
(1)Boston Children's Hospital, Boston, United States; (2)Children's Hospital of
Philadelphia, Philadelphia, United States

a. Objectives
To evaluate hypertension management in post-kidney transplant pa-
tients using Ambulatory Blood Pressure Monitor (ABPM) results.
b. Methods
Data of kidney transplant recipients seen at the Hypertension and Vascular
Evaluation (HAVE) clinic from 1/2012 to 9/2014 was retrospectively reviewed
and analyzed.
c. Results
A total of 35 patients seen at HAVE clinic had kidney transplants.
Thirty-two of the 35 had ABPM done [Table 1]. Blood pressure in-
dices were calculated with nighttime Diastolic Blood Pressure Index
(DBPI) being the highest. Fourteen of the 32 patients were normoten-
sive, and 50% of these (7/14) were on a single anti-hypertensive
medication. Eighteen of the 32 (56%) had hypertension, and there
was poor or reverse nocturnal dipping in 10/18 (56%). Four of the
18 (22%) were not on any anti-hypertensive medication. Nine (50%)
of the 18 were on multiple anti-hypertensive medications. Calcium
channel blockers (CCB) were most commonly used in the hyperten-
sive patients, followed by ACE inhibitors, and Angiotensin Receptor
Blockade (ARB) agents [Figure 1]. Whereas, ARBs was most com-
monly used in normotensive patients, followed by CCB, and ACE
inhibitors.

& Table 1: Demographics and ABPM results compared between the hyper-
tensive and the normotensive patients.

& Figure 1: Anti-hypertensive medications use in patients found to be hy-
pertensive on ABPM versus patients found to be normotensive

d. Conclusions
Hypertension remains common in children after kidney transplantation
despite treatment with multiple medications. It is frequently character-
ized by nighttime hypertension that is missed by office BP checks.
Further study is needed to improve treatment strategies, and develop
standard screening protocols that include the use of ABPM to opti-
mally control hypertension in this high risk and challenging
population.

PO-610
Efficacy and safety of oral short acting Nifedipine in paediatric hyperten-
sive emergencies and urgencies
N. Krishnamurthy, K. Vala, P. Deore, A. Ohri, U. Ali
B. J. Wadia Hospital for Children, Mumbai, India

a. Objectives
To study the efficacy and safety of oral short-acting Nifedipine for treatment of
hypertensive emergency and urgency in children.
b. Methods
Oral short acting Nifedipine, in dose of 0.2 mg/kg, was used in treat-
ment of hypertensive emergencies/urgencies in paediatric patients ad-
mitted in wards of tertiary care hospital. Drug was administered by
one of the three methods, 1) bite and swallow 2) dilution in 0.5 ml
saline by aspirating capsule contents in syringe or 3) piercing the
capsule with a needle and squeezing out contents under the tongue.
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The systolic (SBP), diastolic (DBP) and mean arterial pressure (MAP)
were taken every 5 minutes for 30 minutes and side effects in next 6
hours were recorded.
c. Results
30 hypertensive emergencies/urgencies in 16 children of renal disease
were treated with oral short acting Nifedipine.Mean decrease in MAP
was 27%, in SBP was 25% and in DBP was 29%. Nadir blood
pressure was seen within 15 minutes of dose in 13% and beyond 15
minutes in 87%. Drop in BP was sustained for 2 hours in 33%, 3
hours in 20%, 4 hours in 33% and 6 hours in 14%. 3 adverse events
were seen, only in older children, like abdominal pain (2) and severe
symptomatic rebound hypertension (1). Mean decrease in MAP is
38% in infants and 26% in older children.
d. Conclusions
Reduction in MAP was 27%, which is close to the desirable value of
25%. Adverse events were few and transient.Oral short acting
Nifedipine provides a safe and efficacious alternative for treatment
of hypertensive emergencies/urgencies in non-intensive care
settings.In infants, although no adverse events were noted, they
showed a greater fall in MAP, largely due to fall in DBP. Hence
dosing considerations in this age group will need to be studied further.

PO-611
Blood pressure variability in obese children
S. Caliskan(1), A. Agbas(1), E. Sonmez(1), N. Canpolat(1), O. Balci Ekmekci(2),
F.L. Sever(1)
(1) Istanbul University, Cerrahpasa Medical Faculty, Pediatric Nephrology,
Istanbul, Turkey; (2) Istanbul University, Cerrahpasa Medical Faculty,
Biochemistry Department, Istanbul, Turkey

a. Objectives
The aim of this study was to evaluate relationship between fat tissue, inflam-
mation, insulin resistance, adipokines and blood pressure variability in obese
children.
b. Methods
A total of 59 obese children were evaluated. Children using anti-hypertensive
drugs were excluded from the study. Finally 35 obese patients (23 females,
aged 14,1±1,8) and 18 aged and gender matched healthy children were en-
rolled in this study. Serum glucose, insulin, HbA1C. leptin, high sensitive C
reactive protein (hsCRP), interleukin 6 (IL-6) and tumor necrosis factor-α
(TNF-α) were measured. Body composition measurement and ambulatory
blood pressure monitoring (ABPM) were performed in all patients and con-
trols. HOMA-IR and fat z-score were calculated.Obesity was defined as
BMI>95th percentile according to the gender and age.
24 hours (24h), day, night, systolic and diastolic blood pressure (BP) standard
deviation (SD) and coefficient of variation (CV) and 24h systolic and diastolic
weighted SD, 24h pulse pressure (PP) SD and CV were calculated from the
ABPM files.
c. Results
24h mean arterial BP SD score was not different between obese patients and
controls. 24h PP SD was significantly higher in obese children than those
controls (p=0,005). In obese children there was a positive correlation between
day diastolic BP CVand leptin. Night diastolic BP SD and night diastolic BP
CV were positively correlated with fat z-score (p=0,007 and p=0,041 respec-
tively) and IL-6 (p=0,006 and p=0,002 respectively). There was a positive
borderline correlation between 24h PP CVand IL-6 also.
d. Conclusions
These results confirm that increased BPV is associated with increased fat
tissue, leptin and inflammation in obese children.

PO-612
Nutritional status of children and adolescents with Primary Nephrotic
Syndrome from a Pediatric Nephrology Center in Brazil
F.L.D. Fontes, A.C.Q. Mendonça, B.P. Fróes, E. .A. Oliveira, A.C. Simoes E
Silva, S.V.B. Pinheiro
Clinics Hospital, Federal University of Minas Gerais, Belo Horizonte, Brazil

a. Objectives
Pediatric patients with primary nephrotic syndrome (NS) on prolonged therapy
with steroids may develop nutritional damage. This study aimed toevaluate the
nutritional status of patients with NS enrolled at our Pediatric Nephrology Unit
(UNP-HC-UFMG).
b. Methods
This is a cross-sectional study with 49 patients aged 5-18 years.
Clinical and laboratory data were analyzed. Anthropometry was per-
formed for height/age, body mass index/age (BMI), triceps and
subscapular skinfold thickness (TST, SST), percentage of body fat
(%BF) and waist circumference (WC). Laboratory data were serum
creatinine, blood glucose, basal insulin, triglycerides, total cholesterol,
LDL-C, HDL-C, albumin and 24-hour proteinuria. Steroid dosage for
each patient was obtained by the sum of all doses from initial treat-
ment to the data point (total dose) divided by body surface area (mg/
m2). For correlation analysis, we used the Spearman's rank correlation
coefficien. The significance level used for the analysis was 5%.
c. Results
The median age was 10.7 years. Focal Segmental Glomerulosclerosis
was the most prevalent histological diagnosis. Of all patients, 10.2%
had uncontrolled hypertension. The majority of patients (91.8%)
showed adequate height. However, 22.4% was classified as over-
weight or obesity, 28.6% had WC higher than 90th percentile. One
patient showed metabolic syndrome according to the IDF. Laboratory
data except total cholesterol was within the normal range. There was a
significant positive correlation between: (1) the total dose of steroids
and the BMI (z score), %BF, WC, TST, SST; (2) basal insulin and
WC; (3) insulin resistance and WC; (4) 24h proteinuria and BMI (z
score). There was a negative correlation between CrCl and the WC.
d. Conclusions
Prolonged steroid theraphy is associated with overweight and obesity in NS
patients. Early identification of children with NS at nutritional risk could
provide early institution of preventive and educational measures that might
reduce the progression of CKD.

PO-613
Hypokalemia is a poor marker of low-renin hypertension in premature
infants
R. Jenkins, S. Iragorri, A. Al-Uzri, H. Mooers, D. Rozansky, A. Arutyunova
Oregon Health & Science University, Portland, United States

a. Objectives
Children and adults with low-renin hypertension commonly have been
found to hypokalemic upon initial evaluation. Present conventions of
how to evaluate small infants with hypertention advise against
obtaining plasma renin activity unless serum potassium is low. We
have observed many instances where preterm infants with low-renin
hypertension do not have hypokalemia. Our objective is to demon-
strate if hypokalemia is associated with low plasma renin activity in
hypertensive preterm infants.
b. Methods
Over the past fifteen years, we have identified premature infants with
low-renin hypertension in several NICUs in the northwest United
States. We have analyzed the clinical characteristics from a cohort
of low-renin hypertensive infants who also had a serum potassium
collected within five days of when the renin was obtained. We also
examined serum aldosterone and creatinine levels, post-conceptual
gestational age and chronologic age at the time of initial evaluation
for hypertension.
c. Results
We found 45 cases of low-renin hypertension, all in premature infants,
for which we also had a serum potassium result. No serum potassium
level was below 3.8 meq/L. The clinical features are shown in the
table below:
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& Clinical features
d. Conclusions
Not one of these patients had hypokalemia during the initial evalua-
tion for hypertension. None required potassium supplementation while
hypertensive, although none had persistent hypertension. None were
found to have a genetic cause for the hypertension. This data shows
that hypokalemia is a poor predictor of low plasma renin activity in
preterm infants with hypertension.

PO-614
Should first blood pressure measurement be performed in the newborn?
I. Alves, T. Martins, A.L. Neves, E. Rodrigues, A. Teixeira, C. Afonso, H.
Pinto
Centro Hospitalar São João, Porto, Portugal

a. Objectives
Introduction: Dilated cardiomyopathy (DCM) is an important cause of con-
gestive heart failure in infants. It's the most common form of CM. The etiology
is not identified in 66% of cases and the remaining cases are mostly due to viral
myocarditis, neuromuscular diseases, congenital cardiac defects and inborn
errors of metabolism. Systemic hypertension can lead to DCM early in life,
being renovascular disease the most common etiology.
b. Methods
Case Report
c. Results
A 3-month-old girl was referred to the emergency room due to an acute life
threatening event, with prostration and groan. She showed periods of sweating
and pallor lip during feeding for two weeks. No family or neonatal significant
history. Physical examination revealed tachypnea, systemic hypertension (P>
99), systolic murmur, symmetrical femoral pulses and normal peripheral oxy-
gen saturation. Laboratory investigation was unremarkable; electrocardiogra-
phy showed T wave abnormality and echocardiography revealed dilation of
left cavities with global left ventricular dysfunction (LVEF 36 %, LVSF 17%).
Renal ultrasound and scintigraphy revealed atrophic right kidney with almost
functional exclusion. CT angiography evidenced diffuse stenosis of the right
renal artery, that was considered inoperable. She started furosemide,
spironolactone, carvedilol and nifedipine, and showed a progressive improve-
ment of cardiac function. At 10 months of age she was submitted to laparo-
scopic right nephrectomy without complications. At 11 months of age she
remains asymptomatic, with normal blood pressure and total recovery of ven-
tricular function (LVEF 64%, LVSF 34%), with medication weaning.
d. Conclusions
Authors present this case to remind that systemic hypertension can trigger
DCM in infants and that is always important to investigate its treatable causes.
We postulate that blood pressure reading in newborn can detect precocious
renovascular hypertension (an even other cardiovascular diseases) and help to
prevent its long-term deleterious effects.

PO-615
Arterial hypertension in preterm children from 3 to 7y. Prevalence and
associations.
S. Miceli(1), M. Perez(1), M. Djivelekian(1), C. Rea(2), N. Fernandez(2), N.
Fernandez(2), F. Arias(2), L. Rodriguez(2)
(1) Facultad de Medicina . UNT, San Miguel de Tucumán, Argentina; (2)

Hospital del Niño Jesús, San Miguel De TucumÁn, Argentina

a. Objectives
Few preterm infant (PTI) studies supply data on the correlation between arterial
hypertension (AHT) and birth data. AHT in adults and 12-year-olds is claimed
to be related with low weight for gestational age (LWGA). Aims: To assess the
prevalence of AHT in PTI and full term infants (FTI) according to age and sex.
To relate AHT to anthropomorphic data at birth and check-up dates.
b. Methods
Sample population:PTI ≤ 34 weeks, ≤ 1700g, and ambulatory FTI, aged 3 to
7y. Period: 2008–2015. Methods: RecordofGA,birth weight and size (BW,
BS), and W, S, SBP(systolic blood pressure)and DBP (diastolic blood pres-
sure) (using oscillometric monitor, average of 3 records) at check-up dates.
AHT grouped according to Fourth Task Force. Cross design. Descriptive anal-
ysis, Chi-square test, contingency coefficient at 5% significance, polynomial
regression, endorsed by Children’s Hospital Board and UNT. Parental consent.
c. Results
Study of 578 PTI and 86 FTI, aged 3 to 7y, 54% female, 20% born < 28w, 17%
LWGA. Average female: age 4.2 ± 1.1y; S 101 ± 9cm;W 16.29 ± 4.11gr; SBP
99.5 ± 10; DBP 61 ± 10 mmHg, same as males. Prevalent systolic HT and
diastolic HT in females: 22% and 10%; in males: 14% and 28%. Severe AHT
in 8% and 7% in females and males. Age-related prevalence presents non-
linear behavior. Mild and severe AHT is more frequent in males from 3 to 7y.
Significant weak relations detected: females: between SBP and age (Q=0.18);
and GA (Q=0.185), and between DBP and age (Q=0.257); males: between
SBP and age (Q=0.26), and GA (Q=0.174); and LWGA (Q=0.226). DBP
linked to age (p=0.0001), GA (Q=0.152) and LWGA (Q=0.226). Greater ratio
of mild and severe systolic HT and diastolic HT found from 3 to 7y, in both
sexes; mild and severe diastolic HT in males GA ≥ 32w.
d. Conclusions
High ratio of mild and severe AHT in both sexes, at all ages evaluated; greater
proportion at 3 and 7y. systolic HT and diastolic HT fairly related to age, GA
and LWGA.

PO-616
Validation of superficial distance measurement by MRI for pulse wave
velocity determination
E. Kis(1), F. Karpati(2), K. Horvath(2), G.A. Szabo(3), G. Rudas(3), A.J. Szabo(2),
G.S. Reusz(2)
(1) Gottsegen György Hungarian Institute of Cardiology, Budapest, Hungary;
(2) Semmelweis University, 1st Department of Pediatics, Budapest, Hungary;
(3) Semmelweis University, MR Research Center, Budapest, Hungary

a. Objectives
Standard pulse wave velocity determination requires the measurement of the pulse
wave transit time and the distance of the measurement sites. In adults the formula
0.8xsurface distance is used based on MRI validation. There are no imaging
validation studies in the developing paediatric population. Our aimwas to compare
measurement site distances determined by MRI and by superficial measurements.
b. Methods
18 patients were included (3.1-17.7 years, 10 males). The indications for MRI
measurement were hypertension, a. renalis stenosis or oncologic diseases. MRI
was part of the routine check-up, thus did not add extra burden for the patients
The study was approved by local ethical committee. Before MRI carotid, fem-
oral and additional sampling sites (jugular, xyphoideal, umbilical) were mea-
sured superficially and labelled by MRI detectable vitamine A capsule. MRI
images were analysed by Philips Extended MRWorkSpace 2.6.3.5 software.
c. Results
From 18 measurements only 10 were evaluable. In this group there was high
correlation (r=0.97, p<0.001) between superficial and MRI distance
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measurements. Average difference was 1.7 cm (1.8 %). In patients older than
14 years the maximal difference was 6.8%. The ineffectivity of the measure-
ments in eight patients was caused mainly by ineffective MRI slicing or
windowing, or the loss of the superficial labelling.
d. Conclusions
In our study group direct superficial measurement of carotid and femoral
sampling sites showed excellent correlation with intraarterial MRI measure-
ments. The small number of cases does not allow to conclude on the higher
difference in postpubertal patients (for example changing body proportions)
that needs further evaluation

PO-617
Vitamin d status and arterial hypertension relation in obese children
K. Gulleroglu(1), Y. Kör(2), B. Gulleroglu(2), I. YILDIRIM(2), E. Baskin(1)
(1) Baskent University, Ankara, Turkey; (2) Adana Numune Training and
Research Hospital, Adana, Turkey

a. Objectives
Vitamin D has antihypertensive and renoprotective effects. Elevated blood
pressure in obese children may be worseness by vitamin D insufficiency. We
evaluated vitamin D status and the relation between vitamin D level and blood
pressure in obese children.
b. Methods
Demographic and laboratory data were noted. Vitamin D level was defined as
adequate, insufficient and deficient. Ambulatory blood pressure monitoring
was used for determining blood pressure levels in all patients. Evaluations
were performed for demonstrating end-organ damage.
c. Results
126 obese children were enrolled to the study. Insulin resistance was deter-
mined in 102 (81%) patients. Vitamin D level was in normal ranges only in 7
(5.6%) patients. Vitamin D was insufficient in 94 (74.6%) patients and defi-
cient in 25 (19.8%) patients. 26 patients had normotensive blood pressure, 47
patients had prehypertensive blood pressure and 53 patients had hypertensive
blood pressure with ambulatory blood pressure monitoring measurements.
Non dipping blood pressure was observed in 85 (67.5%) patients. End organ
damage was found in 39 patients. Patients with insulin resistance had higher
blood pressure levels than patients without insulin resistance (p=0.01). Any
correlation cannot be demonstrated between blood pressure and vitamin D
level because near all of the patients had vitamin D insufficiency or deficiency.
Insulin level was higher in patients with vitamin D insufficiency and deficien-
cy than patients with adequate vitaminD level (33.44±7.15 and 25.18±3.26 vs.
17.70±5.38 mIU/l) but a statistically significant correlation cannot be demon-
strated. Also any significant correlation cannot be demonstrated between vita-
min D level and renin, aldosteron levels and end organ damage.
d. Conclusions
Vitamin D insufficiency is a very common problem among obese children.
Due to the limitation of our study we cannot demonstrate the impact of vitamin
D insufficiency on arterial hypertension in obese children. Further evaluations
are needed in this area.

PO-618
Target organ damage in hypertensive children and adolescents
E. Rocha, L. Sylvestre, E. Vieira, M. Cunha, K. Olandoski, E. Vargas, J.
Mercado, D. Filho
Hospital Pequeno Príncipe, Curitiba, Brazil

a. Objectives
This project aims to evaluate the prevalence of target organ damage in hyper-
tensive children and adolescents in two times, at the first visit at an hyperten-
sion outpatient and after 1 year of follow-up.
b. Methods
It is a retrospective observational study targeting hypertensive children and
adolescents followed on a quaternary pediatric hospital. Descriptive analysis
of data was performed and qualitative data were compared using chi-square
test. The presence of microalbuminuria, left ventricular hypertrophy and hy-
pertensive retinopathy were considered as target organ damage.

c. Results
One hundred and fourty four patients were evaluated, with mean age of 6.6
years, most of them with secondary hypertension, but with a high prevalence
of primary hypertension. The mean time from the diagnosis of hypertension to
the fisrt visit at the outpatient was 1,1years, and at the first visit 82,6% of the
patients were in use of at least one anti-hypertensive drug. We find a preva-
lence of target organ damage of 43.1% in the first evaluation, with a reduction
to 32.8% after 1 year of follow-up. Presence of microalbuminuria was the most
common target organ damage found at first evaluation, and left ventricular
hypertrophy was the most found after 1 year of follow-up.
d. Conclusions
A high prevalence of target organ damage was observed in our population.
Taking into advantage that target organ damage is related to higher cardiovas-
cular risk in adult life, we reinforce the importance of early diagnosis of
hypertension in children.

PO-619
Assessment of Blood pressure in primary monosymptomatic nocturnal
enuresis
P. Yousefichaijan, A. Khosrobeigi
Arak University of Medical Science, Arak, Iran

a. Objectives
Enuresis is defined as the repeated voiding of urine into bed at least twice a
week for at least 3 consecutive months in a child who is at least 5 years of age
.primary enuresis occurs in children who have never been consistently dry
through the night, Monosymptomatic enuresis has no associated daytime
symptoms .Increased nocturnal urine production in primary nocturnal enuretic
patients could possibly be associated with autonomic nervous system dysfunc-
tion. To investigate autonomic nervous system function in enuretic children by
performing blood pressure management.
b. Methods
In this study childrenwithmonosymptomatic primary nocturnal enuresis (MPNE)
and health children without MPNE were enrolled and they get two time blood
pressure (morning and afternoon). Urinalysis, urine electrolyte levels, urinary
culture and urinary system ultrasound were carried out in all the children. They
also requested to have a diary about daily fluid intake and volume of daily urine.
c. Results
The MPNE group consisted of 100 children (M/F: 58/42) and the control
group of 100 healthy children (M/F:51/49).the mean ages were (8.1-/+2.3)
years and (8.9-/+2.53) years, respectively. The mean diastolic blood pressure
(DBP) in nighttime and daytime did not differ between the groups (p-val-
ue>0.05) however, the mean systolic blood pressure (SBP) in nighttime was
significantly higher in MPNE (p-value<0.05) and SBP in daytime did not
differ between the groups (p-value>0.05).
d. Conclusions
nighttime SBP loads were significantly higher in children with MPNE. These
subtle abnormalities of circadian blood pressure regulation may reflect auto-
nomic nervous system dysfunction and pathogenesis of MPNE.

PO-620
Assessment of renal health in children born preterm
A. Raaijmakers(1), F. Wei(2), L. Jacobs(2), E. Levtchenko(1), J.a. Staessen(2), K.
Allegaert(3)
(1) UZ Leuven, Department of Pediatrics, Leuven, Belgium; (2) KU Leuven,
Department of Cardiovascular Sciences, Research Unit Hypertension and
Cardiovascular Epidemiology, Leuven, Belgium; (3) Intensive Care and
Department of Surgery, Erasmus MC Sophia Children's Hospital,
Rotterdam, Netherlands

a. Objectives
Prematurity and lowbirthweight are known risk factors of impaired kidney function
on long term, however, mild alterations are frequently not depicted by routine tests
such as measurements of serum creatinine. Our objective was to perform a reliable
renal health assessment in former extremely low birth weight (ELBW) children.
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b. Methods
We’ve included 93 former ELBW children and 87 controls (mean age 11
years). We performed serum creatinine and cystatin C (CysC) analysis. The
estimated glomerular filtration rate (eGFR) was calculated using the Schwartz
equation (eGFRcreat) or CAPA equation (eGFRCysC) respectively.
Blood pressure was measured by the auscultatory Korotkoff approach after the
participants have rested for 5 minutes in sitting position. Hypertension was
defined as 3 or more measurements above percentile 95, prehypertension
defined as 3 or more measurements above percentile 90, according to the
guidelines of the American Academy of Pediatrics. We also assessed
microalbuminuria (24h urine collection).
c. Results
Both serum creatinine and eGFRcreat were not significantly different in both
groups (p=0.676 and p=0.892 respectively). In contrast, serum CysC and
eGFRCysC were significantly lower in-between former preterm children and
control children (mean difference 0.09 mg/L and 12 ml/min/1.73m2 respective-
ly, both p<0.001). Microalbuminuria was not different in-between groups. Pre-
hypertension was significantly more prevalent in the ELBW group (p=0.05).
d. Conclusions
Preterm children demonstrate lower CysC–based eGFR and higher prevalence
of pre-hypertension already before puberty. Careful monitoring of kidney
function in ELBW children even without overt renal pathology is warranted.

PO-621
E-tracking evaluation of carotid artery stiffness in children with
hypertension.
A. Moczulska, K. Wojdyla, K. Polak, A. Zelent-Witowska, A. Moskala, J.A.
Pietrzyk
Jagiellonan University Medical College, Krakow, Poland
a. Objectives
Carotid artery ultrasound evaluation with arterial stiffness calculation is an
easy and non-invasive method in determination of cardiovascular risk factrors.
The aim of the study was to evaluate the usefulness of automatic e-tracking
method in assessment of vascular changes in children with hypertension.
b. Methods
The study group consisted of 43 children: 22 with hypertension HT (12 boys
and 10 girls, mean age 15,5 years) and 21 (12 boys and 9 girls, age 15,3 y) as
non-hypertension control group (non-HT). HT and non-HT groups were
matched regarding age, height sds and BMI sds.
Carotid common artery intima-media thickness (cIMT) and automatic tracking
of vessel pulsation were measured with Aloka ultrasound linear transducer 5-
10MHz. Vessel stiffness parameters as beta-index, elastic modulus Ep, arterial
compliance AC, pulse wave velocity PWV and agmentation index AIx were
calculated using e-tracking software. Biochemical (cholesterol, eGFR, albu-
minuria) and clinical (ambulatory blood pressure monitoring ABPM) data
were correlated with arterial measurements.
c. Results
CIMT and cIMT sds were significantly higher in HT group compared to non-
HT (0,47 vs 0,42 mm; 1,53 vs 0,74, p<0,05)
Statistical analysis revealed positive correlation between e-tracking coefficiens
and mean arterial blood pressure MAP sds of ABPM as follows: pulse wave
velocity PWV (r=0,51), elastic modulus Ep (r=0,42; p<0,05).
Other stiffness parameters as beta index, AC, AIx has not shown association
with ABPM, cholesterol, albuminuria or cIMT.
d. Conclusions
E-tracking evaluation of carotid artery stiffness parameters as pulse wave velocity
PWV and elastic modulus Ep seems to be useful in early detection of vascular
changes in children with hypertension. CIMT showed no correlation with e-
tracking coefficients. Further studies are planed to answer the question wheather
e-tracking is superior method in arteries changes identification.

PO-622
Creating normal values of home blood pressure measurement of high
grade students in manisa
İ. Akil, D. Özmen, A. Çetinkaya, A. Tayhan
Manisa Celal Bayar University, Manisa, Turkey

a. Objectives
In recent years, in the pediatric age group is an increase in the prevalence of
hypertension is observed. Blood pressure measurement of patients on a daily
basis at home is being used in clinical practice for the follow up in children.
However, there is no information on the normal range of home blood pressure
(HBP) in our population. In this study, we measured HBP in high school
students, and normal values data was obtained.
b. Methods
The cross sectional study was conducted from April to June 2014. A total of
782 subjects were recruited; 335 boys (42,8%) and 447 girls (57,2%).
c. Results
Mean agewas 15,84±1.00 (SD) years (range 13–20 years), height 165,71±9,63 cm
(143–198 cm), and weight 60,07±12,68 kg (35–113 kg). Average height of boys
was 173,07±8,07 cm and weight 65,05±12,69 kg, whereas in girls average height
was 160,20±6,53 cm and weight 56,35±11,33 kg. HBP was recorded as two
consecutive days and two times in a day. Average values of four measurements
were used as HBP in the study group. There was strong correlation between body
height and systolic and diastolic HBP (r=0.329, -0.112 for systolic/diastolic
p<0.001 and p<0.01 ) and also body weight (r=0.446, 0.088 for sytolic/diastolic
p<0.001 and p<0.05). The 50th and 95th percentile for systolic and diastolic HBP
in study group are provided by body height.
d. Conclusions
As a conclusion, reference values for HBP in high school students in our
population are provided.

PO-623
Malign hypertension due to angiodysplasia within the metanephric stro-
mal tumor in an infant
B. Atmis(1), E. Melek(1), A. Karabay Bayazit(1), D. Yildizdas(2), E.
Aksungur(3), N. Satar(4), S. Erdogan(5), A. Anarat(1)
(1) Cukurova University, Department of Pediatric Nephrology, Adana, Turkey; (2)

CukurovaUniversity, Department of Pediatric IntensiveCareUnit, Adana, Turkey;
(3) Cukurova University, Department of Radiology, Adana, Turkey; (4) Cukurova
University, Department of Urology, Adana, Turkey; (5) Cukurova University,
Department of Pathology, Adana, Turkey

a. Objectives
Renovascular disorders are important causes of infantil hypertension. They
usually lead to resistant hypertension. Mostly these patients need multiple
antihypertensive therapy.
b. Methods
Here we report an eight month old boy who had hypertension due to meta-
nephric stromal tumor.
c. Results
An 8 month old boy was seen in outpatient pediatric clinic for a constant rest-
lessness since three weeks. Physical examination on admission revealed blood
pressure of 170/90 mmHg (>95 percentile), heart rate of 110 beats/min, temper-
ature of 37.2 C, respiratory rate of 28 breaths/min andweight of 9 kg. The patient
was restless and looked as exhausted. There was no audible murmur or patho-
logic heart sounds on auscultation of heart and no audible crackles on ausculta-
tion of the lungs. There was no palpable mass or hepatosplenomegaly in abdom-
inal examination. The remaining physcial examination was normal. He was
admitted to PICU for intravenous antihypertensive treatment. He had seizure in
PICU. In renal doppler USG, there were right renal arteriovenous fistula and
aneurysm. Both abdominal CT-anigography and convansionel angiography re-
vealed that right renal arterial aneurysmal dilatation secondary to fibromuscular
dysplasia at the hilus level. Interventional radiologist were not able to perform
any intervention for this lesion. In addition, despite five antihypertensive treat-
ment, the patient's blood pressure was high. Therefore, right nephrectomy was
performed for treatment of malign hypertension which was not controlled with
medical theraphy. It was very interesting for us that pathological examination of
the lession revealed “metanephric stromal tumor” and small intratumoral
irrregular vascular thickening (angiodysplasia). There was a significant decrease
in blood pressure and he needed only single antihypertensive medication after
nephrectomy.
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d. Conclusions
We have reported this case to increase awereness of physician about the de-
velopment of intratumoral vascular malformations within this type of tumor.

PO-624
Renal damage in obese children
M.S. Kaya(1), F. Sonmez(1), I. Girisgen(2)
(1) Adnan Menderes University Medical Faculty, Aydın, Turkey; (2) Edirne
State Hospital, Edirne, Turkey

a. Objectives
Over the past decade, the percentage of children who are obese has rapidly
increased. Obesity relardan glomerulopathy is A secondary form of glomerular
disease that can occur in indivuduals with obesity. The aim of study was to
examine urinary renal injury markers, in order to determine the renal effect of
obesity and its comorbidities in a pediatric populations.
b. Methods
Fourth three obese children and 43healthy contalar group were enrolled in
study. Blood pressure, body mass index, waist-to-hip ratio, waist circumfer-
ence, hip circumference were measured in two groups. Serum systatin C,
creatinine levels, glomerular filtration rate, urinary N-acetyl-beta-D-
glucosaminidase, transforming growth factor, protein, microalbumin as renal
injury markers were investigated in all obese and nonobese groups.
c. Results
According to laboratory evoluations the obese children havle high levels uri-
nary protein, microalbumin and sodium excretion. Systolic-diastolic blood
pressure, waist-to-hip ratio, kinden volumes were larger in the obese group
than the control group. Waist-to-hip ratio was coreleted urine microalbumin,
protein and sodium excretion.
d. Conclusions
Central obesity leads to renal impairment. It is suggested that urine sodium and
micoalbumin excretion might be used as an early sign of obesity-induced renal
damage.

PO-625
Waist circumference and renal and metabolic disorders in obese children
S.M. Dieguez, M. Suarez, B. Zucchiatti, L. Isse
Hospital Teodoro Alvarez, Ciudad de Buenos Aires, Argentina

a. Objectives
Obesity is a global epidemic disease with metabolic complications and carries
the risk of developmental renal disease
Objective: To analyze the metabolic complications and renal involvement in
our pediatric population.

& hospital

b. Methods
We conducted a prospective study in the population attending the pediatric
ward of our hospital for follow-up monitoring of healthy children
Population analyzed: 173 patients (pts.) from 6 to 20 years, all chil-
dren with more than the 97th percentile BMI for age. We evaluated
TA and waist circumference (WC) height, weight data collected at
birth, ethnicity. Laboratory: blood glucose, blood count, urea, creati-
nine clearance (Ccr), iono, uric acid (u acid), calcium phosphorus,
vitamin D, alkaline phosphatase,PCR, fibrinogen, urinary calcium, al-
buminuria proteinuria, phosphaturia.

c. Results
Population 173 pts with higher BMI > 90th percentile the median age 11 years
(R5-18 years) 100 girls (57%). Renal involvement: Ccr > 140 ml / min /
1.72m2 46% u acid 16% increased and decreased 4% proteinuria >4mg/k/d
14% and albuminuria/cratininuria >0.2 10%
Metabolic disorders(MD): 61% metabolic syndrome (MS) 42%
hyperinsulinemia, 4% hyperglycemia 46%hipertrigliceridemia 35% low hdl-
col 1.7% hypertension 35% Hypovtamin D.18% alkaline phosphataseincreased
10% hypercalciuria and 4% hypocalciuria and 1.7% urolithiasis.
Increased CRP and fibrinogen are associated with patients with pathologic
proteinuria
The population with the WC/height > 0.55 had increased risk of hypertriglyc-
eridemia, hyperinsulinemia, hyperuricemia and proteinuria with negative RRR
for u acid, HDL-col
The WC was directly correlated alkaline phosphatase,HDL-col , proteinuria,
insulin, u acid, triglycerides. The birth weight was inversely proportional Ccr.
d. Conclusions
Conclusions: The study of this population of obese children have high per-
centage of MD
The rate WC / height >0.55 was a risk factor for the presence of metabolic and
renal complication.

29 - Stones, nephrocalcinosis

PO-626
Urinary NAG, KIM-1 and NGAL levels in childhood urolithiasis: Are
reliable markers of renal tubular injury?
M. Tasdemir(1), D. Fucucuoglu(2), S.h. Kucuk(3), M. Erol(2), O. Yigit(2), S.
Caliskan(4), I. Bilge(1)
(1) Koç University Hospital, Department of Pediatric Nephrology, Istanbul,
Turkey; (2) Ministry of Health Bağcılar Education and Research Hospital,
Department of Pediatrics, İstanbul, Turkey; (3) Ministry of Health Bağcılar
Education and Research Hospital, Department of Biochemistry, İstanbul,
Turkey; (4) İstanbul University Cerrahpaşa Faculty of Medicine, Department
of Pediatric Nephrology, İstanbul, Turkey

a. Objectives
Stone formation in urinary system is associated with crystal–cell interactions, and
may usually result in tubular injury.We aimed to investigate the possible relationship
between renal tubular enzyme levels and tubular injury in childhood stone disease.
b. Methods
Seventy children (36 girls, mean age: 7.3±5.1 year (0.5-18.2)) with
urolithiasis/ microlithiasis were evaluated three times per year, and 42 healthy
controls (18 girls, mean age: 8.5±3.8 year (0.9-16.7)) included in this prospec-
tive, longitudinal study. Anthropometric data, presenting symptoms, family
history, physical, laboratory and radiological findings were recorded. Urine
samples were analyzed for metabolic evaluation (urinary calcium, uric acid,
oxalate, citrate, cystine, magnesium, creatinine (Cr) excretion); tubular en-
zymes [kidney injury molecule-1 (uKIM-1), N-acetyl-B-glucosaminidase
(uNAG)] and neutrophil gelatinase-associated lipocalin (uNGAL).
c. Results
Thirty-three patients (48.5%) had metabolic abnormalities at baseline evalua-
tion, and most common metabolic risk factor was hypocitraturia (17.4%). Six
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patients (8.6%) had hydronephrosis, and stones were mostly located in the
kidneys (82.9%). During 12.5±2.69 months (5.6-19.8) of follow-up more than
half of the patients (52.2%) were stone free. When we compared to urinary
KIM-1/Cr, NAG/Cr and NGAL/Cr ratios, no significant differences were not-
ed between the patients and healthy controls. Furthermore, no significant
changes in their excretion were shown during follow-up. However,
uNAG/Cr and uNGAL/Cr ratios were significantly increased in patients with
hydronephrosis (n=6, p=0.031 and 0.023, respectively).
d. Conclusions
Although some theories propose the existence of crystal-induced injuries to
renal epithelial cells in stone disease, our findings suggest that none of the
aforementioned urinary markers (KIM-1, NAG and NGAL levels) may assist
physicians in evaluating the presence of renal tubular injury in children with
urolithiasis.

PO-627
Epidemiological aspects of paediatric stone disease
S. Dufek, N. Issler, R. Kleta, D. Bockenhauer, N. Smeulders, W. Van'T Hoff
Great Ormond Street Hospital, London, United Kingdom

a. Objectives
The epidemiology of childhood renal stone disease has evolved over the last
50 years, but whilst dietary and lifestyle factors are important for older pa-
tients, their relevance to the causation of paediatric stones is still unclear.
b. Methods
We performed a retrospective hospital note review of children presenting with
kidney stones during the last 22 years (1993–2015) in a dedicated stone clinic
in the UK. All patients had a comprehensive infective and metabolic screen
and were classified as metabolic, infective or idiopathic stone disease.
c. Results
511 patients (322 male) were reviewed. The median age of presentation was
4.4y for males (0-16.6y) and 7.3y (1-18.5y) for females. Median centile for
weight was 33th and 25th for male and female, respectively. 175 (34%) had
an underlyingmetabolic abnormality, 112 (22%) infective stones and 224 (44%)
idiopathic stone disease. The majority of stones analysed were composed of
calcium oxalate or calcium phosphate (45%).
Of the 175 patients with a metabolic abnormality: 91 (52%) had hypercalciuria
(76 persistent and 15 transient), 37 (21%) hyperoxaluria, 38 (22%) cystinuria and
the remainder other metabolic abnormalities. Within the 76 patients with persis-
tent hypercalciuria, 73 (96%) had idiopathic hypercalciuria. The hyperoxaluria
group included 19 (51%) patients with primary hyperoxaluria. In 11 children the
mutation could not be identified and 7 patients had enteral hyperoxaluria.
There was a significantly increased risk of bilateral stones within the metabolic
group (OR 2.0, p < 0.05). Coexisting urinary tract infection was present in 27%.
d. Conclusions
We here present the largest cohort of paediatric stone disease published to date.
More than half of the patients had metabolic or infective stones with hyper-
calciuria being the most common metabolic cause of paediatric urolithiasis.
Hence, all children with renal stones should have metabolic, infective and/or
genetic studies to confirm their underlying cause.

PO-628
A study of renal stone disease in a tertiary center catering the south indian
children
V. Choudhary, N. Lohiya, S. Ekambaram, K. Ganesan, K. Vellore, M.
Yasmeen, P. Senguttuvan, V. Mahalingam
Dr. Mehta's Children's Hospital, Chennai, Chennai, India

a. Objectives
To study profile and outcome in children with renal stone disease (RSD) and
evaluate the differences between persisting and resolved renal stone.
b. Methods
Aprospective observational study involving 104 children recruited during June 2006
to 2015.Clinical, laboratory, radiology and treatment data at initial presentation and 1
year of follow-up recorded. Analysis was done comparing variables among resolved
and persisting stones with appropriate statistical tests using SPSS software.

c. Results
The mean age of presentation was 5.3±4.5 years with M:F of 62:42.
Clinical presentation was abdominal pain 43.3%, dysuria 34.3%, he-
maturia 26.3%, %, passage of stones 12.7% and increased frequency
in 11.4%. Family history of RSD was present in 45.2%. Pyuria was
noticed in 22.1% and proteinuria in 14.4%. Metabolic work-up
showed hypercalciuria 41.3%, hyperoxaluroia 19.2% hyperuricosuria
13.5%. On USG 10.5% children had medullary nephrocalcinosis and
remaining had nephrolithiasis. Stones were located in kidney in
83.5%, ureter in 9.6% and in bladder 6.7%. Multiple stones were
recorded in 47.1% and bilateral in 34.6%. Obstruction features noted
in 26.9%. Surgical intervention was done in 15.4% and rest medically
managed. Stone analysis showed calcium phosphate stones in 14, ox-
alate in 11, uricacid in 4 and ammonium phosphate in 2. After 1 year
follow-up 77.3% had no residual stone. Children with family history
of RSD, nephrotic range proteinuria, hematuria, and multiple stones
were found to be associated with persistence of stones. Independently
family history of RSD (OR 3.9, 95% CI 1.15 to 13.17) was found to
have a significant association with persistence of stone by multivariate
analysis.
d. Conclusions
Children with RSD have a varied presentation. Proteinuria, hematuria and
multiple stones are important predictors of outcome after 1 year. Positive
family history is not only common in children with RSD but also useful in
predicting the course of disease.

PO-629
Urolithiasis in children - Albanian experience
D. Shtiza(1), E. Shkurti(2), B. Hidri(1), A. Deveja(3), G. Haxhi(3)
(1)University Hospital Centre "Mother Tereza", Tirana, Albania; (2)University
of Medicine, Faculty of Medical Tecnical Sciences, Tirana, Albania; (3)

University Hospital Centre, ,

a. Objectives
Urolithiasis is already one of the oldest diseases even in pediatric patients. The
prevalence of kidney stones is estimated to be 1:20.000 children/year. The
medium age of onset is between 5-7 years. The aim of our study was to see
the characteristic features, predisposing factors and therapeutic procedures for
urolithiasis in children, as well as metabolic abnormalities especially
hypercalciuria.
b. Methods
In a retrospective study we involved 216 patients (46% of them with family
history for kidney stones) in an 8 year period (study period from 2007 till 2015).
All patients underwent abdominal ultrasonography and laboratory examination.
c. Results
Male/female ratio was 2.17:1. Diagnostic medium age was 6.44 years. The
most frequent symptoms were: back pain in 33.3%, abdominal pain in 19.4%,
gross hematuria in 19.4%, microhematuria in 14%, urinary retention in 9.7%,
dysuria in 8.3%, vomiting in 11.1%, growth retardation in 4.2%, hypertension
in 1.4%, spontaneous passage of renal calculi in 5.5%. 4.2% of patients were
asymptomatic. Infectious stone was found in 47.2% of cases. The chemical
composition of the stone was studied only in 51% of cases from which 56%
appeared to be calcium oxalate and phosphate stones. Metabolic abnormalities
were found in 50% of patients.
d. Conclusions
Urolithiasis is common disease among Albanian children. 50% of pa-
tients had metabolic disorders. Calcium-oxalate and calcium-phosphate
represents the most frequent types of calculi. Hypercalciuria is the most
important metabolic disorder. Hypocitraturia is the risk factor to calcium
urolithiasis. We recommend that every child with stone must be estimat-
ed for a metabolic screening.

PO-630
Elevated 1,25 dihydroxy Vitamin D levels in pediatric nephrolithiasis
J. Varner, A. Wassner, M. Somers, M. Baum
Boston Children's Hospital, Boston, United States
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a. Objectives
Elevated 1,25 dihydroxy Vitamin D (1,25 D) levels have been associated with
hypercalciuria (HC), nephrolithiasis (NL) and nephrocalcinosis (NC). Data in
the pediatric population is lacking. We sought to determine the incidence of
elevated 1,25 D in children and its relationship to NL/NC.
b. Methods
We retrospectively analyzed 435 consecutive patients under 18 years of age
who presented to our Stone clinic over seven years with initial presentation of
NL. In a randomly selected cohort of 83 children, further analysis of 1,25 D
and its relations to NL, HC, and stone recurrence were performed.
c. Results
Of the 435, 80% had at least onemeasurement of 1,25Dwith 35%having high
normal 1,25 D (56-75 pg/ml) and 29% having elevated 1,25 D (>75 pg/ml). In
the sub-cohort of 83 children, 85% had NL, 10% had NC and 5% had both.
52% had high normal or elevated 1,25 D. Children with elevated 1,25 D (>
than upper third of normal) were younger at presentation (p=0.01). No patients
had elevated 25 hydroxy Vitamin D (25D) levels. In children with elevated
1,25 D, 25D levels were higher (p<0.001). 14% reported 25 D supplementa-
tion with no differences in supplementation frequency between the two
groups. There were no significant differences in serum calcium or phospho-
rous levels. Compared to those with normal 1,25 D, HC was more common in
those with elevated 1,25 D (54% vs 30%, p=0.05). NC was more common in
those with elevated 1,25 D (23% vs 5%, p=0.03). 40% had a documented
stone recurrence, more often in those with elevated 1,25 D (74% vs 26%,
p<0.001). Univariate logistic regression demonstrated that elevated 1,25 D
was a significant predictor of recurrent NL (OR 1.025, r2=0.135, p=0.01).
d. Conclusions
Elevated 1,25 D is common in children with NL.HC is more common in those
with elevated 1,25 D. Recurrent stone formation is higher in those with ele-
vated 1,25 D. Additional research is needed to examine the association with
1,25 D and NL and to understand mechanisms for increased 1,25 D in NL.

PO-631
Risk factors and outcome of primary urinary stones in children: a single
center experience
W.D.V.N. Gunasekara, S.W.M.N.S. Wijesinghe, E.M.S.S. Ekanayaka, E.A.
Jasinge, D.K.M.M. Hemachandra
Lady Ridgeway Hospital for Children,, COLOMBO 08, SRI LANKA

a. Objectives
Primary urolithiasis is an emerging health problemworldwide. This study aims
to describe the clinical and metabolic risk factors and the outcome of a cohort
of children with primary urinary stones from a single centre in a South Asian
Country.
b. Methods
All children with urolithiasis were evaluated for metabolic and clinical
risk factors and 90 children (59 boys) with primary stones were se-
lected. Their median age at diagnosis was 4.6 years. After evaluation,
specific diet and drug regimes were prescribed based on individual
abnormalities. Minimum fluid intake of 2 - 2.5 L / m2 per day was
advised to all. Children were assessed 3 monthly or as clinically
indicated. Ultrasonography was done 6 monthly; patients were referred
to the surgical department if the stone diameter was ≥ 0.7mm or if
there were symptoms, or evidence of obstruction.
c. Results
Majority had renal stones (84%) and multiple calculi (51%) at presen-
tation. Twenty five percent had positive family history. While 63% of
children ate raw salt (as it is) either alone or with fruits, 61% con-
sumed less than 2/3 of the daily fluid requirement for the age and
sex. Urinary metabolic risk factors were identified in 84% of children.
Most common abnormalities were hypocitrateuria (49%), hypercalci-
uria (41%) and hyperoxaluria (31%). Fifty percent received drugs. All
64 children with minimum 1 year follow up duration (median 2.6
years) had normal renal function; 58% had no stones or diminished
number of stones and only 10% needed any surgical intervention
following medical treatment.

& Presentation by age groups

d. Conclusions
Urinary metabolic abnormalities were very common among studied group.
Salt eating practices together with reduced fluid intake may also be linked
with stone formation in this group, who are from a tropical country. Majority
had multiple calculi at presentation. However, life style modification and phar-
macotherapy alone were successful in most of the children to control the
disease progression and to minimize invasive procedures.

PO-632
Kidney Disease in APRT Deficiency Presenting in Childhood
H.L. Runolfsdottir(1), R. Palsson(2), I.M. Agustsdottir(3), O.S. Indridason(2),
D.S. Milliner(4), V.O. Edvardsson(3)
(1) University of Iceland, Reykjavik, Iceland; (2) Division of Nephrology -
Landspitali University Hospital, Reykjavik, Iceland; (3) Children's Medical
Center - Landspitali University Hospital, Reykjavik, Iceland; (4) Division of
Nephrology, Mayo Clinic, Rochester, Minnesota, United States

a. Objectives
Adenine phosphoribosyltransferase (APRT) deficiency is an inherited disorder
of purine metabolism that causes nephrolithiasis, chronic kidney disease
(CKD) and in some cases end-stage renal disease (ESRD). Scarce data are
available on APRT deficiency presenting in childhood.
b. Methods
APRT deficient patients in the Rare Kidney Stone Consortium Registry pre-
senting with clinical manifestations of the disorder and/or diagnosed at age <
18 years were included in the study. Clinical features and disease course were
examined. Glomerular filtration rate (eGFR) was estimated using the modified
Schwartz and CKD-EPI equations in children <18 years and adults, respec-
tively. CKDwas defined as eGFR<60 ml/min/1.73m2 and acute kidney injury
(AKI) according to the KDIGO criteria. Data are presented as median (range).
c. Results
Nineteen children presented at the age of 1.6 (0.2-16.5) years. Presenting
manifestations included reddish-brown diaper spots in 11 patients (58%), kid-
ney stones in 7 (37%), lower urinary tract symptoms in 8 (42%) and AKI in 3
(16%). Diagnosis was delayed in 6 patients (32%) for a median of 29.2 (20.1-
39.2) years. Twelve patients were placed on allopurinol at 2.1 (0.6-16.5) years
of age. During follow-up of 18.9 (1.7-31.5) years, 3 of these 12 patients
developed 4 kidney stone events and AKI occurred in 4; none had developed
CKD. Six patients did not initiate pharmacotherapy until age 29.8 (20.5-42.4)
years. At last follow-up, at age 43.9 (32.5-56.9) years, 5 of these 6 patients had
experienced a total of 11 kidney stone events, 3 had suffered 6 episodes of
AKI, 2 had stage 3 CKD while one had progressed to ESRD at the age of 44
years. One untreated patient developed ESRD at 11 years of age.
d. Conclusions
A substantial proportion of patients with APRT deficiency present in child-
hood. The commonly observed delay in diagnosis and treatment results in
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severe kidney disease. APRT deficiency must be excluded in all children with
kidney stones, renal dysfunction and reddish-brown diaper spots.

PO-633
Latin American Pediatric Urolithiasis Register: a preliminary report
M.G.M.G. Penido(1), M. López(2), N.L. Bresolin(3), S.C. Miceli(4), M.
Velasco(5), S.M. Dieguez(6), L.F. Alconcher(7), I. Toledo(8), A.P. Spizzirri(9),
J.M. Ojeda(10), J. Exantus(11), R. de P. Bernardes(12), D. Ripeau(13), J. Garcia(14)
(1) Unidade de Nefrologia Pediátrica do Centro de Nefrologia da Santa Casa
de Belo Horizonte - Unidade de Nefrologia Pediátrica do Hospital das
Clinicas da Universidade Federal de Minas Gerais, Belo Horizonte, Brazil;
(2) Centro Médico Docente La Trinidad - Hospital de Niños JM de los Ríos,
Caracas, Venezuela; (3) Hospital Infantil Joana de Gusmão - Universidade
Federal de Santa Catarina, FlorianÓpolis, Brazil; (4) Hospital de Niños de
Tucumán, TucumÁn, Argentina; (5) Policlínica de Nefrológia del Hospital
Pereyra Rossell, Montevideo, Uruguay; (6) Hospital Teodoro Alvarez,
Buenos Aires, Argentina; (7) Hospital Interzonal Dr José Penna, Bahia
Blanca, Argentina; (8) Hospital General de Niños Pedro de Elizalde -
Ciudad Autónoma de Buenos Aires, Buenos Aires, Argentina; (9) Hopital de
niños de La Plata, La Plata, Argentina; (10)Hospital de la Madre y el Niño La
Rioja, La Rioja, Argentina; (11)University of Haiti, Port-Au-Prince, Haiti; (12)

Clínica Nephrokids, Curitiba, Paraná, Brazil; (13) University of Buenos Aires,
Argentina; (14) Hospital de Niños de San Juan Dr. Juan Carlos Navarro,
Argentina

a. Objectives
The objective of this study was to outline an epidemiological profile of pedi-
atric urolithiasis in Latin America.
b. Methods
This is an observational, descriptive and retrospective study of pediatric pa-
tients with confirmed urolithiasis from Pediatric Nephrology Centers of Latin
American from December of 1995 to December of 2015. Data were collected
from medical records and registered in a database created online. The study
was approved by each institutional review board.
c. Results
Of the 512 patients (58%M) all had normal serum creatinine and electrolytes.
Urolithiasis was diagnosed by ultrasound in 80% of cases and by computer-
ized tomography in 20%. Median age at diagnosis was 8,0 years (4,9-11,0).
Microscopic or gross hematuria (36%), as well as flank or abdominal pain
(58%) were the most common clinical presentations. Family history of kidney
stones was positive in half of the cases (51%). The most common metabolic
urinary abnormalities were hypercalciuria (63%) and hypocitraturia (52%),
alone or in combination with other abnormalities. Twenty-two percent of the
patients had urinary volume below 1.0 ml/kg per hour, 30% had hyperuricos-
uria and 11% had mild hyperoxaluria. Twenty-five patients had cystinuria
(5%) and no metabolic abnormalities were found in 20% of the patients. The
majority of kidney stones were unilateral (76%) and number of stones varied
between 1 and 4 in most of the patients (80%).
d. Conclusions
Despite some differences between the populations, the leading causes of pe-
diatric urolithiasis in Latin America were hypercalciuria, followed by
hypocitraturia and oliguria, suggesting low fluid intake. The male-female ratio
was near 1, with a slight predominance of males. The diagnosis was done by
ultrasound in the majority of cases and hematuria associated to abdominal or
flank pain was the most common clinical presentation. Similar findings among
the studied populations call for combined regional efforts in addressing these
challenging matters.

PO-634
Idiopathic infantile hypercalcemia - clinical and genetic study
V. Tasic, Z. Gucev, N. Abazi, E. Sahpazova
University Children's Hospital, Skopje, Macedonia

a. Objectives
Idiopathic infantile hypercalcemia (IIH) clinically presents with failure
to thrive, polyuria, polydipsia, naphrocalcinosis and in most severe

cases with seizures, comma and death. , Loss-of-function mutations
of CYP24A1, the gene which encodes vitamin D-24-hydroxylase, were
identified in majority of patients. Recently mutations in CYP34A1 have
been reported in pediatric and adult patients with hypercalcemia. Here
we report a series of Macedonian patients with genetically confirmed
idiopathic hypercalcemia.
b. Methods
All subjects underwent detailed clinical, biochemical, radiologic and
genetic examination. Genomic DNA was isolated from peripheral
blood, and sequencing of CYP24A1 and CYP34A1 genes was
performed.
c. Results
There were 6 subjects (2 males, 4 females, aged 2 months – 12 years). All
subject had bilateral medullary nephrocalcinosis. Five infants with severe hy-
percalcemia required hospital treatment. A 12 year with incidental finding of
bilateral nephrocalcinosis had normal serum calcium levels. All patients had
hypercalciuria, Suppressed PTH was observed in all subjects and persisted de-
spite metabolic compensation. Five patients had recessive mutations in
CYP24A1 gene (typical Central European mutation delE143). One infant had
compound heterozygous mutation in CYP34A1 gene and hypophosphatemia
which was not recognized at the initial evaluation.
d. Conclusions
Recessive CYP24A1 gene mutation (delE143) is the most common mutation
in Macedonian patients. Clinical presentation is the most severe in infants. In
the absence of hypercalcemia, suppressed PTH may be clue to the diagnosis.
Although rare, CYP34A1 mutations should be identified in patients with IIH
as these patients require different treatment regime (phosphate
supplementation).

PO-635
Familial hypomagnesemia with hypercalciuira and nephrocalcinosis, late
diagnosis case report.
A.T. Flores
Kidsnephrotips, San Miguel de Tucuman, Argentina

a. Objectives
Introduction: Familial hypomagnesemia with hypercalciuria and
nephrocalcinosis (FHHNC) is a rare autosomal recessive tubular disorder
( OMIM 248250) Its basic pathogenesis is impaired tubular resorption of
magnesium and calcium in the thick ascending limb of the loop of Henle
due to a genetic defect in paracellin-1 , a tight junction protein expressed
in this area. Mutations of the claudin16 gene formerly called paracellin-1
gene , have been linked to FHHNC.Objective: Emphasize the importance
of the awareness off a rare disease diagnosed in an 11 years old female,
presented and treated like a common renal lithiasis case, in presence of
FHHNC.
b. Methods
Method: Retrospective study , transversal. Child refered since early age of
4,daily crumps, mother noted polyuria, polydipsia,abdominal pain treated as
intestinal illness. At the time of a severe renal colic episode and urinary tract
infection, 9 years old, renal ultrasound was suggested, showed
nephrocalcinosis,alerted the pediatrician to make further studies. The patient
had normal growing pattern for her age.
c. Results
Results: Laboratory workup for differential diagnosis of nephrocalcinosis
was done: complete urinalysis, including urinary calcium excretion, urine
pH and electrolytes, arterial blood gas , serum electrolytes , renal function
tests as well as parathyroid hormone assay. Moderate hypomagnesemia,
with hyercalciuria was detected, hiperfiltration , moderate proteinuria was
present.
d. Conclusions
Conclusión : Familial hypomagnesemia, with hypercalciuria and
nephrocalcinosis should be thought in patients sent to evaluation of pedi-
atric nephrologyst, personal and familial background should be deeply
investigated in order to detect hidden cases in the rest of the family,
possible carriers of the gene defect. Early diagnostic allows a prompt
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treatment of this rare disease, that ussually evolves to progresive decrease
of renal function,after the second decade of age ,eventually requiring kid-
ney transplant.

30 - Practice of pediatric nephrology in developing countries

PO-636
The sickle cell trait is associated with a significant hyperfiltration rate in
Congolese children. A case control Study.
M. Aloni(1), R. Ngiyulu(1), C. Nsibu(1), P. Ekulu(1), J.R.Makulo(2), J.L. Gini(1),
F. Lepîra(1), N. Nseka(1)
(1) University Hospital of Kinshasa, Faculty of Medicine, University of
Kinshasa, Kinshasa, Congo (THE DEMOCRATIC REPUBLIC OF THE); (2)

University Hospital of Kinshasa, University of Kinshasa, School of Medicine,
University of Kinshasa, Kinshasa, CONGO (THE DEMOCRATIC
REPUBLIC OF THE)

a. Objectives
The prevalence of Sickle cell trait is extremely high in Sub-Saharan
Africa. Recent studies have reported the impact of sickle cell carriers
on renal function. However, data on renal abnormalities in pediatric
population with sickle cell trait in this part of the world are unknown.
. In this report, we assess the glomerular function of children with
SCT compared to normal children (Hb-AA) and children with SCA in
steady state (Hb-SS) living in Kinshasa, DRC
b. Methods
A case control study was conducted to assess the glomerular function in 43
Congolese children with sickle cell trait (Hb-AS) matched for age to 65 chil-
dren with sickle cell anemia in steady state (Hb-SS) and 67 normal controls
(Hb-AA).
c. Results
In this cohort, there was a significant difference in the systolic and diastolic
blood pressure levels between theHb-AS group vs Hb-SS group (p<0.05). The
eGFR corrected for BSAwas increased in Hb-AS group compared to Hb-AA
group but there was no significant difference between the two groups (p=0.48).
At the same time, the eGFR was decreased, but no significantly so, in the Hb-
AS group compared to the Hb-SS group (p=0.19).The proportion of children
with Hb-AS (16.3%) who had hyperfiltration was higher compared to the
proportion (6.1%) found in the Hb-AA group but lower compared to the
proportion found in the Hb-SS group (30%). However in both situations, the
difference was not statistically significant. No case of proteinuria was detected
in children with Hb-AS.
d. Conclusions
It appears that at least one of 6 children with SCT had hyperfiltration. The high
prevalence of hyperfiltration in Congolese children with SCT underlines the
need for renal screening.

PO-637
Secretion of pro-inflammatory Il-1β in children with chronic glomerulo-
nephritis, depending on the gene polymorphism
A. Zvenigorodska
Vinnitsa National Medical University, Vinnitsa, Ukraine

a. Objectives
Chronic glomerulonephritis is considered as immunocomplex disease in
which monocytes are activated and secreted a wide variety of biologically
active compoundsinto the blood. It is known thatinthe development of glomer-
ular injury and nephrosclerosis great role belong to pro-inflammatory cyto-
kines, IL-1β. IL -1β is considered to be one of the factors of progression of
chronic glomerulonephritis.
The aim of our work was to determine the levels of proinflammatory cytokines
IL -1β in children with chronic glomerulonephritis, depending on the gene
polymorphism.
b. Methods
64 child patients with chronic glomerulonephritis, 11,73 ± 3,63years were
recruited into the study from 2010 to 2012. Our studyincluded children with

levels of glomerular filtration rate > 90 ml/min., the first stage of CKD.
Genetic polymorphism and serum IL1βwere evaluated
c. Results
Analyzing the contents of IL -1β in serum of children with chronic glomeru-
lonephritis, wefound that IL -1β was significantly increased in children with
persistent changes of urinalysis (gross hematuria, proteinuria)and with pro-
gression of glomerulonephritis compared with remission and with healthy
children (p<0.05). The presence of C/T genotype is associated with increased
production of interleukin-1β in serum,.compared with children with genotype
C/C(p<0.05). Astrong direct relationship between the level of IL-1β in serum
and C/T allelic polymorphismof the gene IL-1β (-511)was found(r = +0,56)
(p<0.05).Thisindicate an increased level of secretion of this interleukinin the
presence of C/T genotype of IL -1β.
d. Conclusions
We demonstrated for the first time that pro-inflammatory cytokine IL1beta is
independently associated with C/T allelic polymorphismof the gene IL-1β (-
511)in children with glomerulonephritis. Genetic polymorphism of genes of
interleukincan be a new marker of progression of chronic kidney disease.

PO-638
The Clinical Indications and Results of Renal Biopsy at the Cairo
University Pediatric Nephrology Unit: a 10 Year Review
H. Safouh, F. Fadel, S. Fadda, E. Samir
Cairo University, Giza, Egypt

a. Objectives
The aim of this study was to evaluate the indications and the spectrum of
histopathological findings of pediatric percutaneous ultrasound-guided renal
biopsy performed over the past 10 year period.
b. Methods
All cases of percutaneous renal biopsies performed from children 2 m - 18 yrs
were included.
c. Results
875 renal biopsies were studied. In 364 cases (41.6%) biopsy was performed
because of the nephrotic syndrome [50% due to steroid resistance, 14.1% due
to age <2 years or 10 years, 11.4 % due to steroid dependence, 5% due to
additional nephritic symptoms and in 4.5% nephrotic syndrome with impaired
kidney functions). The 2ndmost common indication was SLE (129 cases, 14.7
%). Hematuria was an indication in 74 cases (8.5 %) followed by AKI in 70
cases (8 %) and acute on top of CKD in 28 cases (3.2 %).
Themean no. of glomeruli found in the biopsy sampleswas 20 (min 1 andmax
85). A specific pathologic diagnosis was established in 76.7 % of cases. The
most frequent findings were mesangio-proliferative glomerulonephritis in
21.6% of cases, followed by minimal or no change under light microscopy
(13.3 %), FSGS (11%), interstitial nephritis (6.6%), acute diffuse proliferative
glomerulonephritis (3%), thrombotic microangiopathy (2.4%), crescentic glo-
merulonephritis (1.8%), membranous nephropathy (1.7%), renal amyloidosis
(1.6%), congenital nephrotic syndrome of the Finnish type (1.6%), and
nephronophthisis (1%). In 10% of cases a repeat biopsy was indicated.
d. Conclusions
This study represents the largest series of pediatric renal biopsies in Egyptian
children and provided updated epidemiological information on childhood re-
nal disease in Egypt. Steroid resistant nephrotic syndrome was the most com-
mon indication for renal biopsy in our institution, the largest referral center for
pediatric renal cases in Egypt.

PO-639
Clinical profile & outcome of children with IgM Nephropathy (IgMN)
P. Mutalik(1), S. Pradhan(2), S. Satapathy(2)
(1) JNMC, Belgaum, Belgaum, India; (2) SVPPGIP & SCBMCH, Cuttack,
Cuttack, India

a. Objectives
IgMN is a relatively new clinico-immunopathologic entity which presents mainly
as idiopathic nephrotic syndrome (NS) in children. It is defined by the presence of
IgM as a sole or dominant Ig in the glomerular mesangium in diffuse or global
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distribution on immunohistology. This entity has a wide clinico-histopathological
spectrum just like IgA nephropathy (IgAN). But unlike IgAN, there are no well
defined treatment options available for children. Clinician often faces a challenge
in deciding the best treatment plan. This study was conducted to analyze the
clinicopathological features & treatment responses of IgMN.
b. Methods
This descriptive and prospective study was conducted from Jan2010-
Dec2014 & patients were followed up till Dec2015(1 year). All ne-
phrotic children aged 6 months-14 years with biopsy proven IgMN
were included in the study. Definitions & treatment protocols were
followed as per the Indian Society of Pediatric Nephrology(ISPN)
guidelines. Their demographic data, laboratory features & treatment
outcomes were documented & analyzed.
c. Results
We found a total of 20 children who met the criteriawith 11(55%)being males.
Mean ageof presentationwas5.39±4.14years. Three children had hypertension
& 4 had microscopic hematuria. Indications of renal biopsy were SDNS in
13(65%) cases, steroid resistant NS in 6(30%) cases & 1 case presented with
infantile NS. Except Infantile NS child, 19 cases received Prednisolone before
other drugs. Later, Cyclosporine Awas given in 8(40%) cases, cyclophospha-
mide in 3(15%), Tacrolimus in 4(20%) & Mycophenolate moefetil in 5(25%)
children. At one year of follow up, 18(90%) cases had complete remission & 2
had partial remission.

& Normal glomeruli, few tubular casts with unremarkable blood vessels and
interstitium

& Granular mesangial deposits of IgM (3+), negative for IgG, IgA, C3c,
C1q, kappa and lambda.

d. Conclusions
IgMN presents commonly as SDNS & these patients respond excel-
lently to non-steroidal immunosuppressants. However, a larger sample
size & longer follow-up periods are needed for better understanding of
this entity.

PO-640
Congenital nephrotic syndrome: Experience from eastern India
R. Sinha(1), B. Maji(1), S. Lovric(2), C. Sadowski(2), S. Ashraf(2), W. Tan(2)
(1) Institute of Child health, Kolkata, India; (2) Boston Children Hospital,
Boston, United States

a. Objectives
To report to the best of our knowledge the largest series of congenital nephrotic
syndrome (CNS) from India with mutation analysis performed among five of
them.
b. Methods
Retrospective chart review of all children either admitted or seen in
outpatient with the diagnosis of CNS between December 2010 to
December 2015.
c. Results
Over the last five years we have encountered nine children with
CNS. Six males and three females with median age at diagnosis of
20 (range 2 to 80) days. 56% (n=5) of these children presented
within the neonatal period. A third of them were born prematurely
(average gestational age 36 to 38 weeks) and the overall median
birth weight was 2.6 (2.1-3.3) kg. Two children had a family history
of previous sibling dying of CNS and in another two there was a
positive history of previous fetal / neonatal death. Microcephaly was
present in two children among whom one had features consistent
with Galloway Mowat syndrome. Infectious workup was done in
all cases and only one child had CMV IgM positivity but polymer-
ase chain reaction was negative. Renal biopsy was done in two
chi ldren and both were reported minimal change disease .
Comprehensive genetic analysis using the technique of multiplex
pcr combined with next generation sequencing was undertaken in
five children. Three were positive for NPHS1 and one for WT1
and no known mutation was identifed in the rest. One of the chil-
dren was lost to follow up and median duration of follow up was 7
(range 2 to 72) months. The parents for the child with the WT1
mutation pursued medical intervention (initially underwent unilateral
nephrectomy at 8 months, initiated peritoneal dialysis at 3 years and
transplanted at 6 years of age). All the rest of the CNS cases died,
with infection and septicaemia being the final cause of death.
d. Conclusions
NPHS1 mutations seem to be most common mutation and CNS secondary to
infection uncommon. The overall prognosis seems to be very very poor unlike
the western world.

PO-641
A four year retrospective cohort study of hemodialysis catheter-related
complications in children
P. Deore, S. Sonawane, A. Hanchinmani, A. Ohri, U. Ali
Bai Jerbai Wadia Hospital for Children, Mumbai, India

a. Objectives
To study hemodialysis (HD) catheter related complications and their survival
in children.
b. Methods
It is a retrospective cohort study of children who underwent HD
with central venous catheter (CVC) between Jan 2012-Dec 2015.
Data obtained included patient profile, type of catheter; tunnelled
catheter (TC) or non-tunnelled catheter(NTC), its size, and site of
insertion. Complications included central line associated blood
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stream infection (CLABSI), thrombosis, leak and catheter break.
Complications were reported as incidence per 1000 catheter days.
Survival of catheter was recorded as number of days from time of
insertion to removal along with reason for removal.
c. Results
Total 190 CVC were used as vascular access in 126 children with
renal failure. Eighty one children had AKI and 45 due to CKD
received HD for 8046 days. Out of 190, 167 were NTC and 23
were TCs. The incidence rate of CLABSI was 2.6/1000 catheter
days, 3.35/1000 catheter days in NTC and 1.34/1000 catheter days
in TC. There were 25 episodes of thrombosis, 21 in NTC with
incidence 4.14/1000 catheter days and 4 in TC, incidence rate
1.34/1000 catheter days. Incidence of catheter break was 1.37/1000
catheter days. Median catheter survival was 30.3 days for NTC and
129 days for TC. Ninety seven NTC were removed electively, 49
due to complications.

& Complications

& catheter outcome

d. Conclusions
CLABSI was the most common complication. Thrombosis rates were
high, probably due to prolonged use of CVC/ larger sized catheters,
and primary disease pathology (aHUS or nephrotic syndrome).
Complications were seen more in NTC than TC.

PO-642
Ambulatory blood pressure monitoring (ABPM) in renal transplant re-
cipients in a developing country - a crucial tool for hypertension
management.
P. Pais, T. Khondaker, A. Saha
St John's National Academy of Health Sciences, Bangalore, India

a. Objectives
ABPM in renal transplant recipients was performed to diagnose new
hypertension (HTN), assess BP control in known hypertensives and to
correlate Left Ventricular Mass Index (LVMI) with BP values.
b. Methods
After a clinic BP was measured, 24 hour ABPM (with a single avail-
able device -Spacelabs 90217) was performed on renal transplant re-
cipients with stable graft function. Mean ambulatory BPs during day-
time and night-time were noted. Clinic and ambulatory BP index were
calculated.Nocturnal dip <10% was defined as blunted. LVMI (g/m2.7)
was calculated.

& BP Terminology

c. Results
ABPM was performed on 21 patients, 5-18 yrs[ mean eGFR = 82.4±30.8 ml/
min/m2]
Detection of HTN:15 patients (70%) were already on antihypertensive
medications and 6 were assumed to be normotensive by clinic BP.
However, ABPM determined that 18 patients (86%) had ambulatory
HTN. ABPM revealed new diagnosis of HTN in 3 (50%) of the
“normotensive”patients and uncontrolled HTN in 4 (25% ) of patients
on antihypertensives with normal clinic BP. Therefore, clinic BP failed
to recognize HTN in 39% of patients.
Nocturnal HTN: All patients with ambulatory HTN had higher BP in-
dices at night. Night vs Day SBP index = 1.03 vs 0.96, p = 0.000,
Night vs Day DBP index = 1.1 vs 0.96, p < 0.000). BP loads were
higher at night-time (Night vs day SBP load = 63% vs 43%, p =
0.002, and Night vs Day DBP load = 88% vs 37%, p = 0.003).
Blunted nocturnal dip was present in 15 (70%)
LVMI: correlated with the night-time DBP load (r=0.54, p = 0.039).
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& Night-time vs Daytime BP Index

& Night BP load vs Day BP Load

d. Conclusions
ABPMwas superior to clinic BP in detecting newHTNaswell as uncontrolled
HTN. ABPM revealed frequent nocturnal hypertension and Night-time BP
loads correlated with LVMI. These findings enabled adjustment of antihyper-
tensive medications to control night-time BP better. With a single ABPM
machine we were able to effectively provide BP monitoring at low cost to
the patient. ABPM is a crucial tool to manage HTN in a developing country
where survival of the first allograft is critical to patient outcomes.

PO-643
Reversible RPGN in Alport Syndrome
M. Patil, P. Mutalik, M. Malhotra, P. Inamdar, S. Kurbet, N. Mahantshetti
JNMC, Belgaum, Belgaum, India

a. Objectives
Alport syndrome is a rare genetic disorder characterised by triad of microscopic
haematuria, sensorineural hearing loss and lenticonus of anterior lens capsule oc-
curring due to abnormalities in Type IV collagen. We hereby present a case of
Alport syndrome complicated by Rapidly Progressive Glomerulonephritis (con-
firmed as Cresentic Glomerulonephritis on renal biopsy) secondary to herbal med-
icine ingestion.

b. Methods
We present a case of 14 year old boy with Alport syndrome who
presented with significant family history of death of 3 elder brothers,
supposedly due to chronic kidney disease with 1 sister being healthy.
He had sensorineural hearing loss, proteinuria, microscopic
haematuria, S.creatinine of 0.7mg/dL and eGFR of 85ml/min/1.73m2.
Renal biopsy showed endothelial proliferation, foot process flattening
and thin basement membrane on electron microscopy. Due to financial
constraints, genetic study could not be done.
c. Results
He was started on ACE inhibitors with regular follow-up when he suddenly pre-
sented in June 2015 with anasarca, oliguria, hypertension, gross haematuria and
rapid increasing S.creatinine from 0.7mg/dL to 7.5mg/dL. His complement C3was
56mg/dL. ANA and anti-GBM antibodies were negative. Renal biopsy showed
changes suggestive of Cresentic GN. On repeated questioning, parents revealed
that they had given him herbal medications for the last 6 weeks.
He showed poor response to pulse methylprednisolone and so was started on
i.v cyclophosphamide and haemodialysis. Partial response was seen and so
was given a trial of therapeutic plasma exchange (2 sessions) following which
creatinine levels decreased and urine output improved. Child is fine now, on
oral Prednisolone and anti-hypertensives with S.creatinine of 2.69mg/dL.

& Image showing the herbal medicine which this child was given leading to
RPGN

Image showing the contents of the herbal medicine
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d. Conclusions
Teaching point: Herbal medicines are a leading cause of RPGN in children in
developing countries like India and should be suspected in cases of rapid
deterioration of renal status.

PO-644
Nail patella syndrome with focal segmental glomerulosclerosis
P. Mutalik, M. Patil, P. Inamdar, K. Patil, S. Kurbet, R. Bellad
JNMC, Belgaum, Belgaum, India

a. Objectives
Nail Patella Syndrome is an autosomal dominant disease due to mu-
tation in LMX1B gene. It affects mainly the kidneys, bones, nails and
eyes. Kidney disease is the most serious manifestation. We are
reporting a known case of nail patella syndrome that presented to us
with oliguria and urine microscopy showing 3+ proteinuria.
Investigations revealed hypoalbuminemia, hypercholesterolemia and
urine protein creatinine ratio >2 which raised the suspicion of ne-
phrotic syndrome. Since this syndromic child did not have any signif-
icant oedema, renal biopsy was done which showed histological fea-
tures suggestive of Focal Segmental Glomerulosclerosis (FSGS).
b. Methods
An eight year old boy born out of second degree consanguineous
marriage presented to us with failure to thrive and oliguria. Parents
had noticed abnormal features including absent nails and deformed
knee joints at birth. Child underwent surgery at 6months and 3 years
of age for the knee deformity. On presentation, he did not have any
facial puffiness or pedal oedema. No similar history was noted in the
family.
On examination, he was having stable vitals with a blood pressure of
100/60 mm Hg. There was absence of nails in all digits. Child had
knock knees with absence of patella bilaterally. Per Abdominal exam-
ination revealed no organomegaly, no free fluid with other systems
being within normal limits.

& Image showing total absence of nails in both upper limbs
c. Results
The blood tests revealed mild anaemia but normal renal functions. On urine
examination, there was proteinuria without microscopic haematuria.
Ultrasonography of abdomen revealed bilaterally normal sized kidneys with
grade II renal parenchymal changes. Renal biopsy showed focal segmental
Glomerulosclerosis.
The child was then started on Oral Prednisolone at 2mg/kg/day as per
the Indian Society of Paediatric Nephrology (ISPN) guidelines.

& Image showing absence of nails of lower limbs with knock knees
d. Conclusions
This case highlights the importance of syndromic diagnosis for appropriate
treatment and prognostication.

PO-645
Contribution of Electron Microscopy to the Clinicopathologic Diagnosis
in Childhood Renal Diseases
S. Arslansoyu Camlar, D. Karaca, M. Unlu, A. Soylu, M. Turkmen, S.
Sarioglu, S. Kavukcu
Dokuz Eylul University, Faculty of Medicine, Izmir, Turkey

a. Objectives
Electron microscopy (EM) provides a detailed assessment of glomerular le-
sions that light and fluorescent microscopic examination can not make.
Electron microscopic examination is recommended in all renal biopsies, espe-
cially in childhood. We aimed to evaluate the contribution of EM to the clin-
icopathologic diagnosis in childhood renal diseases.
b. Methods
A total of 48 cases who had undergone renal biopsy and assessed with electron
microscopy between 2000-2014 in Pediatric Nephrology Department evaluat-
ed retrospectively for demographic, clinical and histopathological (light,
immunfluorescence and electron microscopy) findings. The contribution of
EM to the final diagnoses was assessed.
c. Results
There were 21 (44%) female and 27 (56%) males with an age range
between 6 to 204 months (median 91). Indications for renal biopsy were
microscopic hematuria (33%), non-nephrotic proteinuria (25%), nephrotic
syndrome (15%), recurrent macroscopic or persistent microscopic hematu-
ria (15%), mixed nephritic and nephrotic syndrome (15%), nephritic syn-
drome (2%) and chronic renal failure (2%). Electron microscopy findings
did not contribute to diagnosis in 4%, were compatible with light and
immunofluorescence microscopy in 65% and made additional contribution
to diagnosis in 31% (especially in FSGS, Alport disease, MPGN, dense
deposit disease, thin basement menbrane disease and nephronophtisis).
d. Conclusions
Electron microscopic evaluation does not just support other histopathological
diagnoses in most cases, but also contributes to the diagnosis in FSGS, thin
glomerular basement membrane nephropathy, Alport disease, MPGN and
dens deposit disease.

PO-646
Key recommendations from a community development approach to
Nephrotic Syndrome in Vietnam: opportunities to redress inequities at a
regional and international level
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K. Armstrong(1), H.T. Nguyen(2), H.T.D. Thuy(3), H.T. Loan(4), C.D.
Nguyen(5), A. Le Page(6), F. Mackie(7), E. Hodson(8)
(1)CLAN (Caring & Living As Neighbours), Denistone, Australia; (2)National
Hospital of Pediatrics, Hanoi, Viet Nam; (3) Children's Hospital 2, Ho Chi
Minh City, Viet Nam; (4)Children's Hospital 1, Ho Chi Minh City, Viet Nam; (5)

Hue Central Hospital, Hue, Viet Nam; (6) Monash Children's Hospital,
Melbourne, Australia; (7) Sydney Children's Hospital, Randwick, Australia;
(8) Children's Hospital Westmead, Sydney, Australia

a. Objectives
A person- and community-centred approach to collaborative action to improve
quality of life for children livingwithNephrotic Syndrome (NS) inVietnam since
2010 has improved health outcomes and reduced burdens on the national health
system. Review of key achievements and ongoing challenges informs recom-
mendations for future action at local, national, regional and international levels.
b. Methods
Utilisation of CLAN's strategic framework for action focused international
collaborative action for NS in Vietnam on five pillars: access to medicines
and equipment; education, research and advocacy; optimization of medical
management; encouragement of family support groups; and reducing financial
burdens on families. Benchmarking change against these pillars since 2010
allows stakeholders to track progress.
c. Results
Key achievements for children living with NS in Vietnam since 2010 include:
improved access tomedicines (cyclosporine,mycophenolatemofetil) on national
insurance scheme; translation of educational resources; use of urinary dipsticks at
home; clinical seminars for provincial doctors (14 institutions from 2011-2015);
NS community surveys to clarify priorities; reductions in relapse and admission
rates; negligible loss to follow up; regular NS Club meetings (13 meetings from
2011-2015; 98% families "would attend again"); and promotion of school atten-
dance. Ongoing opportunities include: tailoring insurance processes to address
chronic conditions; sustainable and humanitarian approaches to ESRF and
SRNS; development of a national register and ongoing research agenda.
d. Conclusions
Engagement of national and regional paediatric nephrology societies in collabora-
tive activities using a shared strategic framework offers sustainable opportunities
for scaling efforts internationally. Involvement of IPNA and its regional groups
will facilitate translation of key achievements and insights across borders and fast-
track efforts to redress inequities for all children living with NS.

PO-647
Birth weight and length determine kidney length in healthy termneonates
N. Malshe, P. Joshi, L. Ranchhod, N. Tapryal, J. Sharma
Bharati Vidyapeeth University Medical College, Pune, India

a. Objectives
To evaluate kidney size in healthy term neonates and to compare the same with
kidney sizes of neonates available in studies from other countries.
b. Methods
A single sonologist determined renal length, width and depth of a cohort of 784
healthy full term neonates. Neonatal anthropometry, maternal age, anemia, preg-
nancy induced hypertension (PIH) and heart disease were noted.We examined the
correlation of renal length and volume and the effect of neonatal gender, anthro-
pometry, maternal characteristics and gestational age on kidney measurements.
Renal parameters of our subjects were comparedwith those in published literature.
c. Results
The mean right and left kidney lengths (RKL, LKL) were 38.56 mm (SD 2.24)
and 38.93 mm (SD 2.24), widths 19.88 mm (SD 2.48), 19.21 mm (SD 2.29),
depths 20.34 mm (SD 2.28), 19.4 mm (SD 2.18) and volumes were 8.27 cc (SD
1.93) and 7.67 cc (SD 1.7) respectively. Pearson’s R for RKL and LKLwas 0.60
(Cronbach’s alpha (C alpha) 0.75). Correlation of renal length of either kidney
with birth length was not significant (R= 0.25, C alpha, 0.4; R=0.25, C alpha

0.39 respectively); RKL and LKL correlated well with the respective volumes
(R = 0.52, C alpha 0.685, R = 0.58, C alpha 0.72). The regression coefficients
were significant for renal volume versus gestational age, gender, birth weight,
maternal anemia andmaternal age, but not birth length. On univariate regression,
gestational age, gender, neonatal anthropometry and maternal anemia signifi-
cantly affected KL. On multivariate regression, KL had a positive correlation
with neonatal anthropometry and maternal anemia. KL and volume of our
subjects was smaller than those from other countries.
d. Conclusions
Neonatal KL correlated positively with birth weight, birth length and maternal
anemia. KL in our study was smaller than that of neonates from other
countries.

PO-648
Nephrotic Syndrome in children at Tygerberg Children's Hospital,
Cape Town, Western Cape Province: A fifteen years' retrospective study
of clinical, histopathologic pattern and outcome
A. Solarin(1), C. Du Bisson(2), J. Shires(2)
(1) Babcock University Teaching Hospital, Ilishan-Remo, Ogun State Nigeria,
lagos, Nigeria; (2) Tygerberg Children's Hospital, stellenbosh, Cape Town,
South Africa

a. Objectives
To document and describe the different histological subtypes seen in our pa-
tient population. To document the clinical course and treatment outcomes of
the various histological subtypes.
b. Methods
A retrospective review of the medical records of children with nephrotic syn-
drome between January 1998 and December 2013 at Tygerberg childrens’
hospital was carried out.
c. Results
147 nephrotics out of 18005 cases seen during the study period, giving a
prevalence rate of 0.82%. Mean age at presentation was 5.6years for boys
and 6.2 years for girls. 124(84.4%) of study population were of the
coloured(mixed) race , blacks 12(8.2%), and whites 11(7.5%).
119(83.8%) were steroid sensitive and 23(16.2%) were steroid resistant.
Secondary steroid resistance was seen in 20(17.7%) of patients. 97(66.0%)
had renal biopsy , 33(34.0%) were minimal change, 20(20.6%) were FSGS,
32(33.0%) mesangioproliferative GN, 4(4.1%) mesangiocapillary, crescentic
GN and membranous types were 5(5.2%) respectively. The whites had higher
proportions of minimal change 4(50%) and FSGS 2(25%),in the coloured high
rates of mesangiocapillary 4(4.9%) and crescentic GN 5(6.1%) while blacks had
the highest proportions of mesangioproliferative 5(71.4%) and membranous
1(14.3%). Minimal change and mesangioproliferative GN were higher in the
under 5 years, FSGS was seen more in the 6-10 years whereas above 11 years
had higher proportions of mesangiocapillary (11.8%), crescentic (23.4%) and
membranous (11.8%). Steroid resistance was seen more in blacks 44.4%.
Repeat biopsies showed change in histologic pattern. initial minimal change to
either mesangioproliferative or mesangiocapillary GN, mesangioproliferative
GN to FSGS while mesangiocapillary GN became crescentic GN. Mortality
was 3.4% , 5% transplanted and 42.2% were lost to follow up.
d. Conclusions
The histologic pattern is indeed affected by age and race and presents similar
pattern with the western world. Attention and intervention however is needed
to reduce the loss to follow up

PO-649
Percutaneous renal biopsy in Haitian children: an Haitian-Italian collab-
orative study
J. Exantus(1), W. Marus(2), R. Dall'Amico(3)
(1) Hopital de l'Université d'Etat ; Hopital St Damien, PORT-AU-PRINCE;
Tabarre, Haiti; (2) Dipartimento de Medicina di Laboratorio, Azienda Friuli
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Occidentale, Pordenone, Italy; (3) Pediatrics Unit, Azienda Friuli Occidentale,
Pordenone, Italy

a. Objectives
Percutaneous renal biopsy is a cornerstone in the investigational ap-
proach of patients with kidney disease. But it is not doing routinely in
low-middle income countries (LMIC) such as Haïti. This is the first
study aimed to describe the histopathological pattern of renal tissues
in Haitian children and it is the fruit of an international collaborative
work
b. Methods
We conducted a retrospective analysis of 61 native renal biopsies for
children (35 males) done under ultrasound-guidance from November
2009 to December 2015. The main indications were persistent protein-
uria, chronic hematuria associated to proteinuria or acute kidney inju-
ry. The tissues were sent to Pordenone (Italy) for light and immuno-
fluorescence microscopy studies. The results are classified into: glo-
merulopathies , renovascular diseases , heredi tary diseases ,
tubulointerstitial diseases and others.
c. Results
We had a male to female ratio of 1.34:1.The mean age of the children was 8.7
±4.1 years (range 1.5-16.2). We had minimal complications such as mild post-
biopsy hematuria (7 cases, 11.47%). No case of mortality, infection neither
kidney loss in our sample. Glomerulopathies were the commonest diagnosis
(53 out of all 61 biopsies, 86.90%) with primary diseases in 72.13%. Among
the primary glomerulopathies, focal segmental glomerulosclerosis was the
main (47.72%). We had 2 patients with human immunodeficiency associated
nephropathy (HIVAN) and one of nephropathy associated-diabetes (12.50%
each). Infrequently, the biopsy revealed tubulointerstitial, unclassified and re-
novascular diseases in our population: 4.91%, and 6.56% and 1.63%,
respectively.
d. Conclusions
Percutaneous renal biopsy was safely undertaken in Haitian children under
ultrasound-guidance. The glomeruloapthies were the commonest diagnoses
in which FSGS was predominant.

PO-650
Risk factors for primary hypertension in childhood and adolescence
D. Báez De Ladoux(1), S. Barreto(2), R. Rojas(2), G. Caceres(3), P. Sosa(1), E.
Avalos(1), T. Cabrera(4)
(1) Hospital General de Barrio Obrero, Asunción, Paraguay; (2) Instituto
Nacional de Nefrologia, Asuncion, Paraguay; (3) Policlinica Capellanes del
Chaco, Asuncion, Paraguay; (4) Centro de Salud N° 3, Asuncion, Paraguay

a. Objectives
Assess anthropometric, bloodpressure (BP), and physical activity in children
and adolescents aged 5 to 18 years.
b. Methods
We conducted a cross-sectional descriptive study thatassessed family history,
body mass index, arterial pressure, and physical activity.
c. Results
A total of 287 patients, were included, 58% female and 42% male. Age:11.06
± 2.69 years; with 36.3% overweight or obese, with 31.4% classified as active,
63% as moderately active, and 5.6% inactive. Systolic or diastolic BP > 90th
percentile was found in 17.7%, including both systolic and diastolic in 39.2%,
systolic only in 13.7%, and diastolic only in 47.1% (n=24).Patients were
classified into one of two groups:Group I (n=236), with normal BP, and
Group II with elevated BP > 90th percentile.In Group I (normal BP), compris-
ing 82.3% of patients, BP was x 96.4 ± 8.8/60.3 ± 7, while 32.2% were
overweight or obese and 33% had a family history of AHT. In Group II (BP
> 90%tile), comprising 51 patients, BP was x 111.7 ± 12.9/ 74.8 ± 6.4, while
54.8% were overweight or obese and 66.6% had family history of AHT.
d. Conclusions
Greater percentages of patients in Group II were overweight or obese and had a
family history of AHT and will require long-term follow up and intervention
concerning diet and physical activity.

31 - Others

PO-651
Nocturnal enuresis among primary school children in south china
Y-Y. Xu(1), Y-L. Liu(2), X-Y. Jiang(1), A-H. Lin(3)
(1) Department of Pediatrics, The First Affiliated Hospital of Sun Yat-sen
University, Guangzhou, China; (2) Department of Pediatrics of the Bo'Ai
Hospital of Zhongshan,Guangdong, Zhongshan, China; (3) The School of
Public Health, Sun Yat-sen University, Guangzhou, China

a. Objectives
To establish the prevalence of nocturnal enuresis (NE) and predictive factors,
including sleep disorders, in a large population of Chinese children.
b. Methods
From December 2013 to July 2014, 15547 questionnaires were distributed to
parents and children of 14 primary schools in Guangzhou and Zhongshan.
c. Results
Correctly completed response rate was 74.6%. Overall NE prevalence was
10.9% (1260/11599). NE was significantly more frequent in boys (P<0.001).
Prevalence decreased progressively from 6−7 years (13.6%) to 12−14 years
(7.6%). Most children with NE (63.3%) wetted after midnight. Children with
NE stopped using diapers at older ages than children without NE (P<0.001),
and 6.6% were still using diapers. Sleep-disordered breathing (SDB) was
reported in 36.9% of cases; main symptoms were mouth breathing (38.5%),
snoring (34.3%), and restlessness (30.5%). Family history was present in
22.5% and urinary system disease history in 9.4% of cases. Only 20.5% had
received treatment, 0.9% with enuresis alarms and 5.4% with drugs. Parental
self-help strategies included fluid restriction (25.2%) and voiding (85.9%)
before bed, while 33.3% lacked awareness of NE.
d. Conclusions
The occurrence of NE was still high among primary school in south
China. The possible factors include over-using diapers and complicat-
ed with SDB.

PO-652
Acute renal failure in child with burkitt's lymphoma
T. Piazza, C. Fiori, E. Bianchi Da Silva
Unioeste, cascavel, Brazil

a. Objectives
.To report a case of acute renal failure secondary a tumor lysis syndrome in
child with Burkitt lymphoma.
b. Methods
Review of medical records provided by - Cancer Hospital of Cascavel–
UOPECCAN.
c. Results
D.G.L.O., two years-old, male. Presenting pain in lower abdomen, dysuria and
low-grade fever for twomonths, accompanied byabdominal distension and con-
stipation. Physicalexamination showed a tense and distended abdomen and pal-
pable masses diffuse without definite limits.Abdominal ultrasonography and
Abdominal computed tomography (CT) showed intra-abdominal collections
with irregular contours and dense hypoechoic content at right iliac and hypo-
gastric regions, with extension for subcutaneous tissue andmeasuring 6,6 x 4,0 x
7,5 cm.The anatomic pathologic and immunohistochemistryexam revealed
burkitt lymphoma. Started treatmentwith cyclophosphamide, vincristine and
prednisone (COP). Two days after the treatment beginning, the child developed
tumor lysis syndrome which progressed to acute renal failure.Laboratory tests
revealed serum potassium of 5,97mEq/L, serum creatinine of 3,10mg/dL with
glomerular filtration rate of 43,79 ml/min/1,73 m2, serum phosphorus 17,2 mg/
dL, ionizedcalcium 0,39 mmol/L anduricacid 11,5mg/dL. Peritoneal Dialysis
was started, on the second day was transferred to intensive care unit (ICU)
pediatricnephrology of a hospital reference in Curitiba-Paraná.
d. Conclusions
The Burkittlymphoma is a hematological malignancy with rapid cellular turn-
over rates, and tumor lysis syndrome(TLS), is common happen. This syn-
drome is a potentially deadly complication of tumors or their treatment. TLS
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syndrome consists of laboratory findings such as hyperuricemia,
hyperkalemia, hyperphosphatemia, and hypocalcemia, andinjury renal
acute.The inability to start hemodialysis,early initiation of dialysis peritoneal
helped in maintaining the natural physiology andadequate renal function until
the hemodialysis procedure to be performed.

PO-653
Analysis of kidney injury markers in patients of abc foundation - santo
andré paediatric oncology
M.M. Sonnenfeld, C.Y. Tamashiro, F.L.A. Fonseca, M.R. Bacci
Faculdade de Medicina do ABC, São Paulo, Brazil

a. Objectives
The aim of the study is to evaluate acute kidney injury markers in pediatric
oncology patients in current chemotherapy.
b. Methods
It is a cross-sectional study. Individuals from 2 to 18 years-old with a con-
firmed diagnosis of acute lymphoblastic leukemia, acute myeloid leukemia
and any solid tumors receiving CTwere included. Exclusion criteria involved
patients with end stage renal disease or in dialysis and with an eGFR less than
60 mL/min/1.73m2 and also with any other immunodeficiency. Individuals
with prior organ transplants were excluded as well. Blood samples were col-
lected in order to analyze the following variables before and after CT : serum
creatinine, cystatin C, NGAL, interleukin-6, TNF-alpha, C-reactive protein
and homocysteine.
c. Results
A total of 26 children were included. About 17 had acute lymphoblastic leuke-
mia, 2 had acute myeloid leukemia, 3 with neuroblastoma, 1 with testicle neo-
plasia, 1 with adrenaloma, 1 with osteosarcoma and 1 with rabdomiosarcoma.
About 61.5% were male children and the mean age was 9,48 years. The mean
NGAL was 0.33 ng/mL and there was no difference between types of cancer.
d. Conclusions
NGAL is a reliable biomarker however its usage in chemotherapy patients
needs further studies to comprove its accuracy. In this sample early injury
was demonstrated.

PO-654
To explore the characteristics of fatality in children poisoned by
paraquat—with analysis of 146 cases
Y. Duan, H. Zhang, L. Ye, Z. Wang
West China Second University Hospital of Sichuan University, China, China
a. Objectives
The incidence of paraquat (PQ) poisoning in China is increasing, so it
is significant to indentify the characteristics of fatality in children with
acute PQ poisoning for it’s prevention and treatment.
b. Methods
A prospective study that enrolled 146 children with PQ poisoning was per-
formed. A novel evaluation system called the score of lethal factors for PQ
poisoning ï¼'SLFPPï¼'was established including one contributing factor and
four weakening factors. Comparisons with regard to the Pediatric Logistic
Organ Dysfunction (PELOD) score, the Poisoning Severity Score (PSS) in
admission and the SLFPP were made to determine their values for prognosis.
c. Results
Younger patients (71/146,ï¼'10years) had accidental exposure to PQ(64/
71,90.14%), whereas older patients (75/146 ,≥10years) had ingested PQ inten-
tionally(46/75,61.33%)(Pï¼'0.01). 21/146 (14.38%) died of PQ poisoning. Of
the 21, 20 committed suicide with ages≥10 years. Significant
differences(Pï¼'0.01)were found between non-survivors and survivors, with
regard to the Pediatric Logistic Organ Dysfunction (PELOD) scoresï¼'19.76
±18.44vs. 4.17±5.98ï¼', PSS in admissionï¼'2.48±0.60 vs. 1.43±0.59ï¼', the
SLFPPï¼'10.40±1.07vs. 3.60±1.89ï¼'.In PELOD scoreand PSS in admission,
there were relative large overlaps in scores between non-survivors and survi-
vors .But for SLFPP, there were smaller overlaps.
d. Conclusions
Deliberate ingestion of PQ to suicide occurredmainly in older ones (≥10years)
,while accidental exposure to PQ occurred mainly in younger ones

(ï¼'10years). Owing to small overlaps, the SLFPP may exceed PELOD and
PSS in predicting the prognosis of PQ poisoning, but the SLFPP still require
clinical validation later.

PO-655
Improved arousal and nocturia following adenotonsillectomy is associat-
ed with enuresis resolution in children with sleep-disordered breathing
L.G. Kovacevic, N. Kovacevic, H. Lu, A. Rizwan, I. Abdulhamid, P.J.
Thottam, N.D. Madgy, Y. Lakshmanan
Children's Hospital of Michigan, Detroit, United States

a. Objectives
There is ongoing debate regarding the effect of adenotonsillectomy (T&A) on
nocturnal enuresis (NE) in children with sleep disordered breathing (SDB).We
aimed to study (1) the outcome of NE following T&A in children with SDB;
(2) the differences between responders and nonresponders post-T&A.
b. Methods
Prospective pilot study of children 5-18 years of age diagnosed with SDB
(snoring and obstructive sleep apnea syndrome, OSAS) on polysomnography
(PSG), and monosymptomatic primary NE (MPNE) requiring T&A for upper
airway obstruction release. Arousal score, nocturia, nocturnal urinary volume,
and plasma levels of antidiuretic hormone (ADH) and brain natriuretic peptide
(BNP) were measured pre and 1 month post-surgery. Arousal from sleep was
assessed using a validated scoring system (scores 6-8 representing difficult
arousal and scores 1-3 indicating easy arousal).
c. Results
We included 28 children (16 males) mean age 8.36±2.08 years with MPNE.
PSG revealed OSAS in 18 and snoring in 10. Following T&A, 46.4% became
dry. Decrease in arousal score and plasma BNP level, and increase in plasma
ADH level were seen in all post-surgery. However, mixed ANOVA showed
that responders (dry) had significantly more improvement than non-responders
(wet) in arousal score (Table). Following T&A, all dry children reported
nocturia without significant change in their night time urine production.

& antidiuretic hormone (ADH) and brain natriuretic peptide (BNP)
d. Conclusions
Resolution of NE after T&A occurred in nearly half of children with SDB.
Change in children’s arousal score was the best predictor of resolution of NE
post-T&A. Improvement in arousal and nocturia appear to be responsible for
the effect ofT&A on NE in children with SDB.

PO-656
Evaluation of urinary aqp2 and plasma copeptin about the effectiveness
of DDAVP
T. Hara(1), Y. Ootomo(2), M. Yasui(3)
(1) Juntendo University, tokyo, Japan; (2) Juntendo Nerima Hospital, Tokyo,
Japan; (3) Keio University School of Medicine, Tokyo, Japan

a. Objectives
Nocturnal polyuria, nocturnal detrusor overactivity and high arousal thresh-
olds are regarded as the principle pathogenesis of nocturnal enuresis (NE).
Desmopressin (DDAVP), an arginine vasopressin (AVP) analogue, is one of
the first-line medication for patients with NE. Although it has been used for
several decades and is effective in nearly two thirds of patients for improving
the pathological conditions, the precise mechanisms of antienuretic effects by
this drug has remained to be elucidated. To date, there is no reliable biomarkers
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showing the effectiveness of DDAVP. Copeptin is a precursor for AVP which
regulates the water channel aquaporin 2 (AQP2) through the vasopressin 2
receptor. Because AVP is unstable circulating peptide, copeptin has recently
been proposed as surrogate marker of AVP. We measured plasma copeptin as
well as urinary excretion of AQP2 and assessed whether they can be used as a
novel biomarkers during the course of DDAVP therapy for NE. 30 participants
(ages 6 – 11) with monosymptomatic NE were enrolled with this study.
b. Methods
The patients were divided into two groups: group 1 patients were effectively
treated only with DDAVP and group 2 patients required the another medica-
tion in addition to DDAVP. Plasma copeptin and urinary AQP2were measured
using the samples obtained at arriving home (D) and after waking up (N) . The
samplings were performed before, during and after the treatment.
c. Results
The values of samples D/N ratio of urinary AQP2 were decreased in group1
but not in group 2 after the DDAVP treatment. But, the values of samples of
plasma copeptin were not had just one point of view for two groups.
d. Conclusions
The D/N ratio of urinary AQP2 may be reliable biomarker to assess effective-
ness of DDAVP.

PO-657
estimating glomerular filtration rate from multi-parameters in pediatric
practice
F. Deng(1), C. Langman(2)
(1) First Affiliated Hospital of Anhui Medical University, Hefei, China; (2) Ann
and Robert H Lurie Children's Hospital of Chicago, Chicago, United States

a. Objectives
There are many estimating glomerular filtration rate (eGFR) equations based
on serum creatinine (Scr) and/or cystatine C (Scys) in children. However, some
other anthropometric disparities result in considerable difference in eGFR.
Methods of measurement of Scr and Scys can also influence eGFR. In this
study, we want to evaluate if the eGFR equations frommultiple parameters are
more accurate than univariate equations.
b. Methods
We determined measured GFR (mGFR) by iohexol clearance in 86 consecu-
tive children in routine practice and calculated eGFR from 15 standard equa-
tions using Scr, Scys, and blood urea nitrogen that were collected at the time of
the mGFR procedure. Those equations included three multivariate equations
(Schwartz et al. 2009, 2012; Chehade et al.) based on a combination of Scr and
Scys and 12 univariate equations. Nonparametric Wilcoxon test, Spearman
correlation, Bland-Altman analysis, bias (median difference), and accuracy
(P15, P30) were used to compare mGFR with eGFR.
c. Results
For the entire study group, the mGFR was 76.4±39.0 mL/min/1.73 m2. Seven
of the 15 estimating equations demonstrated values without a significant dif-
ference from themGFRvalue and demonstrated a lower bias in Bland–Altman
analysis. The three multivariate equations among these seven equations had
the highest accuracy with approximately 60% of P15and 80% of P30. Scr was
measured with enzymatic assay in Schwartz 2009, 2012, and Jaffe method in
Chehade et al. equation. Scys was quantified using an automated particle-
enhanced turbidimetric immunoassay in Schwartz 2009, and nephelometric
immunoassay in Schwartz 2012 and Chehade et al. equations.
d. Conclusions
The three equations that employed Scr, Scys and growth parameters performed
in a superior manner over univariate equations based on either Scr or Scys.
Thus, according to the methods of Scr and Scys, we suggest that eGFR calcu-
lations in pediatric clinical practice employ only a multivariate equation.

PO-658
Behavioral attributes and outcome of nocturnal enuresis assessed by
Japanese version of the Strengths and Difficulties Questionnaire
M. Hattori, H. Shimomura, M. Nishimura, Y. Taniguchi, T. Shibano, K.
Maekawa, Y. Takeshima
Hyogo College of Medicine, Nishinomiya, Japan

a. Objectives
In nocturnal enuresis, considerable numbers of patients do not respond fully to
any of interventions, in spite of optimal behavioral management and medica-
tion dosing. Previous papers have reported developmental problems are some-
times observed in intractable cases.
b. Methods
We investigated the relationship between emotional/behavioral charac-
teristics and an effect on enuresis retrospectively with Japanese ver-
sion of the Strengths and Difficulties Questionnaireï¼'SDQï¼'. SDQ is
one of the most widely used questionnaires for evaluating behavioral
and emotional problems in children and adolescents. SDQ consists of
5 subscales, emotional symptoms, conduct problems, hyperactivity/in-
attention, peer problems, and prosocial behavior. We enrolled 59 chil-
dren aged over 6-year-old with enuresis visited to our hospital from
Feb. 2008 to Aug. 2012. Nocturnal enuresis was diagnosed by a
medical history, physical examination, urinalysis and abdominal ultra-
sonography detecting anatomical abnormalities. Treatment was based
on the enuresis guideline published by the Japanese society of enure-
sis. The responder was defined when the number of wet nights de-
creases to less than 50% of the baseline in 3 and 6 months of the
therapy.ã'We calculated total difficulties score and five subscales by
Japanese SDQ. Statistical analysis was performed by Mann-Whitney U
test.
c. Results
The median total SDQ score in all enrolled children was 10 which placed into
low need category and no significant difference was shown between responder
and non-responder. However, in subscale score, hyperactivity/inattention and
prosocial behavior showed significant difference in 6 months of therapy.
Patients exhibiting high need in hyperacitivity and low need in prosocial be-
havior tended to resist to the therapy.
d. Conclusions
SDQ is useful tool to understand the features of behavioral attributes for the
management of nocturnal enuresis.

PO-659
Treatment of nocturnal enuresis results in prolongation of first uninter-
rupted sleep period.
C. Van Herzeele(1), K. Dhondt(1), S. Roels(2), A. Raes(1), P. Hoebeke(1), L-A.
Groen(1), J. Vande Walle(1)
(1) University Hospital Ghent, Belgium, Gent, Belgium; (2) Ghent University,
Gent, Belgium

a. Objectives
Literature demonstrated the importance of the first uninterrupted sleep period
in adults with nocturia. Prolongation of this first uninterrupted sleep period by
extending the time of the first void has beneficial consequences in daily life.
The concept of the first uninterrupted sleep period is new in enuresis research
in children. This study aims to evaluate the effect of enuresis treatment on the
first uninterrupted sleep period.
b. Methods
In this open-label, prospective phase IV study, children with monosymptomatic
nocturnal enuresis associated with nocturnal polyuria, underwent standardized
video-polysomnography testing at baseline and after 6 months of desmopressin
therapy. The alarm was used to measure the time of the first void, representing
the end of the first uninterrupted sleep period. Statistical analyses was performed
using Cox proportional hazard regression with robust variance estimation.
c. Results
Thirthy children between 6 and 16 years completed the study. The proportional
hazards for time equaled 0.04 (95% CI, 0.2 to 0.11) and was significantly
different from 0 (z=-6.408, p<0.001), indicating a longer undisturbed sleep
period and a longer time before the enuretic event with desmopressin.
d. Conclusions
This study demonstrates that effective treatment of nocturnal polyuria in chil-
dren with monosymptomatic nocturnal enuresis results in a prolongation of the
first uninterrupted sleep period. Future research should investigate the possible
consequences on daytime functioning.
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PO-660
Three Chinese infants of cystic fibrosis presenting as Bartter syndrome-
like hypokalemic alkalosis at onset
L. Qiu, J. Zhou
Tongji Hospital, Tongji Medical College, Huazhong University of Science and
Technology, Wuhan, China

a. Objectives
Cystic fibrosis is extremely rare in East Asian.The clinical manifestations are
usually unspecific especially in infant patients and often lead to diagnostic diffi-
culty. We report 3 infants who have the mutations of CFTRÂ and showed electro-
lyte disturbances rather than pulmonary symptoms at the onset of cystic fibrosis.
b. Methods
The clinical and laboratory data of 3 children with Bartter syndrome-like
hypokalemic alkalosis were summarized.CFTR gene was analyzed.
c. Results
The age of 3 patients were 7 months (P-1), 5 months Ã'Â (P-2) and 7 months
Ã'Â (P-3) respectively. None of the patients had a family history of CF. P-1 and
P-3 are female. P-2 is male. All the infants admitted to our hospital due to
hypokalemia (1.44-3.32mmol/L), metabolic alkalosis (blood PH ranged from
7.51-7.7), hyponatremia (100.4-117mmol/L) and hypochloraemia (54.4-74
mmol/L) without cough. They were initially considered as Ã¢'Bartter
syndromeÃ¢'. Their body weights were all below the 3rd percentile. CT scan
of lung was performed in P-2 and P-3 and showed mild to moderate ground-
glass opacity even though without respiratory symptom at admission. Sweat
chloride was tested and all showed very high concentrations of sweat chloride
(110 to 196mmol/l, mean level was 156.3 mmol/L). The mutations of CFTR
gene were identified. P-1 showed compound heterozygous mutations with
c.1040G>A in exon 8 and c.4056G>C in exon 25 and c.1526G>C in exon11.
P-2 showed homozygousmutation of c.2909G>A in exon18. P-3 had the com-
pound heterozygous mutations with c.1116+1G>A in Intron8 and c.3062C>T
in exon19.The mutations of P-2 and P-3 were confirmed to be inherited from
the patients' father and mother respectively.
d. Conclusions
Bartter syndrome-like hypokalemic alkalosis could be the initial or even the only
clinical manifestation ofinfant Chinese patients withCF.Sweat chloride and
CFTR gene mutation are suggested to be tested in suspected Bartter syndrome
to exclude cystic fibrosis eapecially in patients with significant hypochloremia.

PO-661
Establishment of evaluation system of intake doses in children with cou-
marin derivative rodenticide intoxication: report of 44 cases
L. Ye, Z. Wang
Second Hospital of West China, Sichuan University, Chengdu, China
a. Objectives
To summary clinical characteristic of coumarin derivative rodenticide inges-
tions in children. As the intake dose is extremely difficult to determineï¼'it is
very important to search for an accurate evaluation system and serve for pe-
diatric clinic better.
b. Methods
Analyzed the clinical data of 44 children with coumarin derivative rodenticide
in tox ica t ion from 2008 to 2015. According to exposure to
agentsï¼'gastrolavage in different timeï¼'laboratory examination and clinical
manifestation, all of them were divided into 3 classes, large doses(10 to 12
points), medium(7 to 9) and small (4 to 6).
c. Results
There are 19/44(43.18%) in large doses group, 7/44(15.91%) in medium, 18/
44(40.90%) in small, and average age is 7.19±4.51, 5.40±3.81, and 3.40±3.39
years, respectively. PT in small, medium and large group is respectively 12.13
±3.47, 20.50±11.55, 81.81±47.09 seconds, APTT in these groups is 28.56
±5.11 ,59.91±56.93, 136.05±49.97 seconds. There are statistical signification
between large and medium (P<0.05). Bleeding in large doses are severer than
that of medium, with 18/19 (94.74%) in large while 2/7 (28.57%) in medium
bleeding in multiple sites, and there are no bleeding in small doses. Totally
4/19 (23.53%) in large doses and 2/7 (28.57%) in medium are suicide, while
all cases of small doses group are accidental. 8/19 (47.06%) in large doses lack

definitive histories of rodenticide ingestion leading to misdiagnosis.
Recurrence rates is 52.63% in large and 57.14% in medium.
d. Conclusions
Preliminary established, the scheme is yet to be perfected. Through our appli-
cation in this article, it does provide convenience for solve coumarin derivative
rodenticide intoxication.

PO-662
Frasier syndrome: A case report
J. Ponce Gambini, R. Loza Munarriz, A. Ynguil Muñoz, J. Cok García
Hospital Cayetano Heredia, Lima, Peru

a. Objectives
To report a case of Frasier syndrome, the first case reported in Peru.
b. Methods
Case report.
c. Results
We report a 18-year-old female patient from native community of peruvian
jungle, diagnosed at 12 years of age of nephrotic syndrome with a rapid
progression to terminal chronic renal failure. DPCA was the initial renal re-
placement therapy and, as a result of fungal peritonitis, she was transfered to
hemodialysis and subsequently added to a kidney transplant waiting list. A
palpable abdominal mass in lower abdomen was detected during regular phys-
ical examinations. The exploratory laparotomy revealed a tumor attached to
right fallopian tube extending to the rear wall of uterus. A total abdominal
hysterectomy with bilateral salpingo-oophorectomy was performed. The path-
ologic diagnosis was disgerminoma. Patient had primary amenorrhea and
absence of secondary sex characteristic. There were no barr body-positive cells
in buccal mucoca and the karyotype was 46,XY. Frasier syndrome was
suspected and heterozygous mutations in intron 9 of the Wilms' tumor gene
was reported (Hildebrandt Laboratory, Boston Children's Hospital, Division of
Nephrology).
d. Conclusions
It is possible to find kidney-related mutations in our country.

PO-663
Primary hyperoxaluria : A case report
R. Loza Munarriz, J. Ponce Gambini, A. Ynguil Muñoz, L. Cisneros
Mallcco, J. Cok García
Hospital Cayetano Heredia, Lima, Peru

a. Objectives
To report a case of primary hiperoxaluria tipe II, the first case reported in Perú.
b. Methods
Case report.
c. Results
We report a 17-years-old male patient with a history of recurrent urinary tract
infections and kidney stone recurrences from 6 years of age. A terminal chron-
ic renal failure was diagnosed to the age of eleven, then he was initiated on
chronic ambulatory peritoneal dialysis. The patient reported pain at the spine
and large joints such as ankles, knees and shoulders, and developed progres-
sive deformation of the distal joints of the hands, which limited his daily
activities. MRI showed crushing of the vertebral bodies in D8 and D9 and
abdominal x-ray showed nephrocalcinosis and nephrolithiasis. Extensive de-
posits of radial pattern-calcium oxalate crystals were revealed at vertebral
biopsy. The genetic study reported Primary Hyperoxaluria type II (Mayo
Clinic Foundation hyperoxaluria).
d. Conclusions
Primary hyperoxaluria is a worldwide rare disease which should be suspected
in children with kidney stone recurrence at early age. This is the first case
reported in Peru.

PO-664
Depression and Anxiety in parents of children with lower urinary tract
dysfunction (LUTD) and their correlation associated with emotional and
behavioral disorders in patients
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E. Lima, R. Marciano, M. Cardoso, M.M. Vasconcelos, J. Paula, N. Pinho, A.
Oliveira, L. Malloy Diniz
Federal University Of Minas Gerais, Belo Horizonte, Brazil

a. Objectives
Objective: LUTD is a common medical condition in the pediatric population
and besides representing a risk for the upper urinary tract, is associated with
emotional difficulties to patients and their families. This study aims to assess
symptoms of depression and anxiety in parents of children and adolescents
with LUTD.
b. Methods
Methods: In a cross-sectional study we recruited children, 6- to 18-years old
(mean 11.3; SD 3.2), with LUTD in a specialty clinic at a University Hospital
(n=90). LUTD diagnoses were made according to the International Children’s
Continence Society classification. The Beck Depression Inventory (BDI) and
the BeckAnxiety Inventory (BAI) were completed by the 90 caregivers. These
scales consisted by a 21-item-self-report questionnaire each, widely used for
measuring the severity of Depression and Anxiety respectively. The Inventory
of Behaviors of Children and Adolescents, Child Behavior Check List -CBCL
was applied to estimate the prevalence of mental disorders of children and
adolescents.
c. Results
Caregivers were often mothers in 93%, with a mean age of 41.5 SD 8.7 years.
Among the respondents, 44% showed clinical score for depressive symptoms
and 43% anxiety symptoms: mild in 22%, moderate in 14% and severe in 7%.
In epidemiological studies with Brazilian population, the depression and anx-
iety rates are 8% and 5%, respectively. Parents depression and anxiety was
associated to a higher frequency of behavioral problems in their children. The
strongest correlation was with parents anxiety (r= 0.49).
d. Conclusions
The high levels of Depression and Anxiety found in this clinical sample shows a
possible emotional impact of LUTD in children and their caregivers. On the other
hand, the presence of depression and anxiety in parents was the strongest predictor
of worse mental health of children and adolescents. Parents who seek LUTD
treatment for their children often search for relief from their own mental suffering.

PO-665
Renal Abnormalities in CHARGE Syndrome: 2 cases of children requir-
ing renal replacement therapy
A. Lalayiannis, J. KIrk, S-A. Hulton
Birmingham Children'S Hospital, Birmingham, United Kingdom

a. Objectives
CHARGE syndrome is an acronym referring to the primary features of the
genetic disease. It includes Colobomata of the iris and/or retinas, Heart
malformations, Atresias or stenoses of the choanae, Restricted growth/develop-
ment, Genitourinary abnormalities and Ear abnormalities. Kidney abnormalities
have been described in up to half of children with CHARGE. Many of these are
serious structural anomalies that warrant careful investigation and surveillance.
b. Methods
We describe two cases followed up in our nephrology department of children
with CHARGE syndrome. They required various forms of renal replacement
therapy.
c. Results
A 12 year old girl with CHARGE required commencement of peritoneal
dialysis on an urgent basis as she presented in acute renal failure secondary
to reflux nephropathy. Following 2 episodes of peritonitides, she is now on
haemodialysis, and a living related donation is being arranged. The second girl
with CHARGE was listed for renal transplant at age 16, due to progressive
Chronic Kidney Disease secondary to reflux nephropathy. She did not receive
a good match, and required commencement of peritoneal dialysis one year
later.
d. Conclusions
Renal abnormalities are usually described alongside genitourinary anomalies in
CHARGE syndrome and we feel not enough emphasis is placed on recognising
and uncovering possibly dangerous renal pathology in children with CHARGE .

We would suggest that even if the initial diagnostic renal ultrasound does not
show abnormalities, repeated renal assessments in the form of ultrasound and
serum renal function markers -at least annually- is necessary for surveillance.

PO-666
Fanconi Syndrome as a complication of the ketogenic diet.Three case
reports.
J. Almeida, M. Vaccarezza, M. Toma, C. Diez, P. Coccia
Hospital Italiano De Buenos Aires, Capital Federal, Argentina

a. Objectives
The ketogenic diet (KD) is a dietary therapy used for the treatment of refrac-
tory epilepsy.
Fanconi syndrome is a generalized defect of proximal reabsorption and trans-
port of amino acids, glucose, phosphate, uric acid,sodium (Na),potassium (K),
bicarbonate(HCO) and low- molecular-weight proteins. It can be idiopathic,
secondary to systemic diseases or it can develop as a result of drug use.
Our objective is to report 3 patients who developed Fanconi Syndrome as a
complication of KD .
b. Methods
Three children (between 1 and 2 years of age) who started KD with good
tolerance and acceptability with the classic ratio of 4:1 are reported. One
patient treated with valproic acid and KD together and the two children re-
ceived other antiepileptic drugs.
c. Results
Since Fanconi syndrome secondary to the diet was suspected, the diet was
rapidly discontinued but all patients needed treatment with alkali (sodium
bicarbonate in divided doses )phosphate and vitamin D supplementation .
Follow-up by the pediatric nephrology team was required. All children devel-
oped subsequent total remission of all symptoms, no renal sequela were ob-
served during follow up.
d. Conclusions
Renal toxicity is an infrequent adverse event in this dietary therapy. Diet
discontinuation leads to renal damage resolution.

PO-667
Plasma gelsolin as a potential biomarker for Henoch Schoenlein Purpura
Y. Kandur(1), A. Celik(2), F. Gozubenli(3), A. Cetinkaya(4), S. Olgar(5)
(1) Division of Pediatric Nephrology, Necip Fazıl City Hospital,
Kahramanmaras, Turkey, Kahramanmaras, Turkey; (2) Department of
Medical Biochemistry, Faculty of Medicine, Kahramanmaras Sutcu Imam
University, Kahramanmaras, Turkey; (3) Department of Pediatrics, Necip
Fazıl City Hospital, Kahramanmaras, Turkey; (4) Department of Pediatrics,
Faculty of Medicine, Kahramanmaras Sutcu Imam University,
Kahramanmaras, Turkey; (5) Department of Pediatric Cardiology, Faculty of
Medicine, Kahramanmaras Sutcu Imam University, Kahramanmaras, Turkey
a. Objectives
Henoch-Schoenlein Purpura (HSP) is the most common vasculitis in child-
hood and the remarkable complications are the effect on kidney and gastroin-
testinal system. We aimed to determine the potential role of varying plasma
gelsolin levels for the diagnosis and the evaluation of disease activity and
organ involvement in childhood HSP.
b. Methods
Plasma gelsolin levels were measured in pediatric HSP patients and healthy
controlsand were compared between the groups.
c. Results
In this study 36 children with HSP and 34 healthy children were enrolled. No
case of severe renal involvement was detected. Twenty-five patients (69%) had
abdominal pain; occult fecal blood was present in 47.2 % of them. The patient
group had a significantly lower mean plasma gelsolin level compared to the
control group (260,26±155,97 ng/ml vs 463,82±315,43 ng/ml,p<0,001).There
was no significant difference between the symptoms/signs of abdominal pain,
renal findings, arthralgia, and diffuse skin involvement at the onset of the
disease in terms of mean levels of plasma gelsolin, leucocyte count, CRP,
albumin, Hb (p>0,05) . The mean baseline plasma gelsolin level of patients
with renal involvement was significantly higher than that of the patients who
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had no urinary findings at 6 months (420,60±200,52 ng/ml versus 233,335
±125,64 ng/ml, p=0,005).
d. Conclusions
In this study we determined that plasma gelsolin levels tend to be reduced at
HSP onset. However, patients who have still microscopic hematuria at 6
months, had higher plasma gelsolin levels at the onset. Gelsolin may not only
be an important clinical biomarker for HSP’s clinical outcome, but may also be
a future potential target for treatment.

PO-668
Urine Levels of Matrix Metalloproteinases and Tissue Inhibitor of
Metalloproteinases in Children with Type 1 Diabetes Mellitus
Z. Yuruk Yildirim(1), A. Yilmaz(1), C. Pehlivanoglu(1), A. Gedikbasi(2), M.
Yildiz(3), A. Dirican(4), R. Bundak(5), S. Emre(1)
(1) Istanbul University, Istanbul Faculty of Medicine, Pediatric Nephrology
Department, Istanbul, Turkey; (2) Bakirkoy Dr. Sadi Konuk Training and
Research Hospital, Biochemistry Department, Istanbul, Turkey; (3) Istanbul
University, Istanbul Faculty of Medicine, Department of Pediatrics, Istanbul,
Turkey; (4) Istanbul Faculty of Medicine, Istanbul University,Biostatistics
Department, Istanbul, Turkey; (5) Istanbul University, Istanbul Faculty of
Medicine, Pediatric Endocrinology Department, Istanbul, Turkey

a. Objectives
Insidious progressive renal damage caused by type 1 diabetes mellitus
(T1DM) may begin in childhood before it becomes manifest in adult ages. It
has been considered that development of renal fibrosis is a result of excessive
accumulation of extracellular matrix components due to increased production
and decreased degradation of matrix. Matrix components are metabolized by
matrix metalloproteinases (MMPs) whereas degradation of matrix is inhibited
by tissue inhibitor of metalloproteinases (TIMPs). The aim of the study is to
determine whether urine levels of MMP2, MMP9, TIMP1, TIMP2,
Transforming growth factor β1 (TGF-β1), N-acetyl glucosamine (NAG),
β2-Microglobulin (β2MG) increase in diabetic children and indicate a pro-
gressive renal injury in T1DM.
b. Methods
Thirty-three patients with T1DM and 26 healthy children were enrolled in the
study.Mean age of the patients was 15.5±3.5 years. Renal functionwas normal
in all patients. Urine levels of MMP2, MMP9, TIMP1, TIMP2, TGF-β1,
NAG, β2MG were measured by ELISA in 2013 and 2014. The results were
standardized to urine creatinine.
c. Results
Mean age and gender distribution of patient and control groups were
not significantly different (p>0.05). Urine MMP2/creatinine (cr),
MMP9/cr, TIMP1/cr, TIMP2/cr, TGF-β1/cr, NAG/cr, β2MG/cr were
not different between patient and control groups (p>0.05). There was
no significant difference between the results of 2013 and 2014
(p>0.05). Although all these parameters were not correlated to
HbA1c, body mass index and duration of T1DM, they were negative-
ly correlated to the age of onset of T1DM (p<0.05). All these param-
eters were positively correlated to each other (p<0.05).
d. Conclusions
Our findings suggest that urine MMP2/cr, MMP9/cr, TIMP1/cr, TIMP2/cr,
TGF-β1/cr, NAG/cr, β2MG/cr cannot predict a progressive renal injury in
early stages of T1DM. Increase of all these parameters was found to be neg-
atively correlated to the age of onset of T1DM.

PO-669
Correlation between ADHD and giggle incontinence
P. Yousefichaijan, A. Khosrobeigi
Arak university of medical science, Arak, Iran

a. Objectives
Attention Deficit Hyperactivity Disorder (ADHD) is the most common child-
hood neurological disorder which is more prevalent in some chronic diseases.
The aim of this study was to investigate ADHD in girls with Giggle inconti-
nence and compare it with healthy children.

b. Methods
150, 5-16-year-old girls with Giggle incontinence and 150 healthy girls with-
out Giggle incontinence were included in this case – control study as case and
control groups, respectively. Subjects were selected from girls who were re-
ferred to the pediatric clinic of Amirkabir Hospital of Arak, Iran. In the form of
simple probability and based on inclusion and exclusion criteria. ADHD was
diagnosed by Conner's Parent Rating Scale – 48 (CPRS-48) and DSM-IV
criteria and was confirmed by psychologist consult.
c. Results
Data were analyzed by Binomial test in SPSS18. ADHD inattentive type was
observed in 34 cases with giggle incontinence and 3 controls (P=0.004).
Moreover, in the case and control groups, 39 and 7 children were affected
by ADHD hyperactive-impulsive type (p = 0.017), and 41 and 9 girls were
affected by ADHD mixed type (p = 0.014), respectively. There were differ-
ences between prevalence of ADHD in the children with Giggle incontinence
and the control group.
d. Conclusions
However, due to the importance of relationships between different types of
psychiatric disorders such as ADHD and Giggle incontinence and lack of
enough evidence concerning the relationship between these two disorders,
conducting further studies in this field is recommended.

PO-670
Takayasu Arteritis in children and adolescents: report of 14 cases
T.H. Mastrocinque, D.L.Y. Tsutsumi, O.V.B. Andrade, M.T. Silva, Z.B.
Mesquita, S. Sacchetti
Faculdade de Ciências Médicas da Santa Casa de São Paulo, São Paulo,
Brazil

a. Objectives
Takayasu Arteritis (TA) is a chronic granulomatous disease of the aorta and its
main branches. Here we describe clinical presentation, laboratorial, cardiovas-
cular abnormalities, imaging aspects and treatment of TA in children and
adolescents.
b. Methods
A retrospective study of 14 patients with TA treated at a medical school since
1988.
c. Results
Most patients were female (71.4%) with mean age of 9.4 years. All patients pre-
sented asthenia, weight loss and arterial hypertension. Other symptomswere: head-
ache (92,8%), cardiac failure (71.4%), arthritis/arthralgias and asymmetric pulses
(64.2%), fever (50%), abdominal pain (57.1%), hypertensive emergency (35.7%)
and claudication of the extremities (21.4%). Mantoux test was positive in 21% of
patients that were treated with antitubercular drugs. All the patients had elevated
erythrocyte sedimentation rate and abnormalities at traditional angiography, mag-
netic resonance imaging (MRI) or CT angiography. There were three atypical
presentations: a girl with hypertension and pyoderma gangrenosum. She was in-
vestigated due to persistent abdominal pain and MRI showed important aortic
narrowing. Another girl’s initial presentation was dilated cardiomyopathy. One
boy with cardiac insufficiency was first diagnosed as having a viral myocarditis
and developed uveitis, hypertension and arterial abnormalities. All diagnoses were
confirmed according to EULAR/PRES classification. During follow-up, treatment
with corticosteroids (100%), methotrexate (21.4%) and cyclophosfamide (7.1%)
were required to control TA activity.
d. Conclusions
Early diagnosis of TA in children and adolescents is challenging and important
because immunosuppressive treatment can help controlling the progression of
the vascular lesions. The initial symptoms are non-specific most of the times
and the disease may have peculiar signs and symptoms. The relationship with
tuberculosis must be better elucidated.

PO-671
Delayed sleep phase disorder in Children with Non-Monosymptomatic
Primary Nocturnal Enuresis
P. Yousefichaijan, A. Khosrobeigi
Arak University of Medical Science, Arak, Iran
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a. Objectives
Delayed sleep phase disorder (DSPD), a circadian rhythm disorder, involves a
significant, persistent, and intractable phase shift in sleep-wake schedule (later
sleep onset and wake time) that conflicts with the individual's normal school,
work, and/or lifestyle demands. Nocturnal enuresis (NE) is one of the most
frequent pediatric pathologies. The prevalence of primary nocturnal enuresis
(PNE) is around 9% in children aged 5-10 years and about 40% of them have
one or more episodes per week.
b. Methods
in this study, we recruited 160 children with MPNE and 160 healthy children
without MPNE aged 6-18 years old. The children sleep pattern was completed
by the parents. Data was analyzed using t-test and chi- square tests.
c. Results
Among 320 children in both groups, DSPD were significantly different be-
tween cases and controls(p-value less than 0.05).
d. Conclusions
Considering the results of this study, the higher prevalence of DSPD in chil-
dren with NMPNE highlights the importance of early intervention for better
treatment and prevention of DSPD in children.

PO-672
Changing trends in pediatric renal biopsies: Analysis of pediatric renal
biopsies in national nephrology registry data
K. Fidan(1), I. Isik Gonul(2), B. Buyukkaragoz(1), E. Isiyel(1), T. Arinsoy(3), O.
Soylemezoglu(1)
(1) Gazi University, Department of Pediatric Nephrology, Ankara, Turkey; (2)

Gazi University, Department of Nephropathology, Ankara, Turkey; (3) Gazi
University, Department of Internal Medicine, Division of Nephrology,
Ankara, Turkey

a. Objectives
Renal biopsy is the gold standard method for determining the diagnosis, treat-
ment and prognosis in children with renal disease. This study aims to deter-
mine the histopathological features of pediatric renal biopsies obtained from
the national nephrology registry in the last two decades.
b. Methods
Data recorded in the Turkish Society of Nephrology Registry System
(TSNRS) in 1991 as well as in between 2001-2010 were analyzed.
c. Results
A total of 3892 biopsies were recorded; with the least number in 1991 (total
103 biopsies from 17 centers) and the highest number in 2008 (total 654
biopsies from 23 centers). Glomerular diseases constituted the main group in
the registry (62.64%), followed by systemic diseases (20.06%). Focal and
segmental glomerulosclerosis (FSGS) and Henoch-Schönlein purpura (HSP)
nephritis (IgA vasculitis) were the most common glomerular and systemic
diseases, respectively. Overall prevalence of renal amyloidosis and membra-
nous nephropathy (MN) was quite low (1.87% and 1.56%, respectively) in all
periods. Compared to 1991, there was an increasing trend in the frequencies of
certain disorders including hemolytic uremic syndrome (HUS), IgA nephrop-
athy and HSP nephritis; whereas a decrease in acute proliferative glomerulo-
nephritis (GN) in 2008.
d. Conclusions
As well as demonstrating the etiologies of renal diseases which can only be
identified by renal biopsies, this study provides important information regard-
ing the changing patterns of histopathological findings due to better manage-
ment of pediatric renal diseases over the years in Turkey.

PO-673
Bone metabolism markers and renal function of patients with Duchenne
Muscular Dystrophy
A.C.D.M. Lages(1), J.V. Cortez(2), M.G.M.G. Penido(3), M.D.S. Tavares(3),
J.G. Gianetti(4), M.B. De Moro(5), V.P. Lima(5), M.T.A. Korogi(5)
(1) Hospital das Clínicas da Universidade Federal de Minas Gerais, Belo
Horizonte, Brazil; (2) Unidade de Nefrologia Pediátrica do Centro de
Nefrologia da Santa Casa de Belo Horizonte, Belo Horizonte, Brazil; (3)

Unidade de Nefrologia Pediátrica do Centro de Nefrologia da Santa Casa

de Belo Horizonte - Unidade de Nefrologia Pediátrica do Hospital das
Clinicas da Universidade Federal de Minas Gerais, Belo Horizonte, Brazil;
(4) Unidade de Neurologia Pediátrica do Hospital das Clínicas da
Universidade Federal de Minas Gerais, Belo Horizonte, Brazil; (5) Unidade
de Nefrologia Pediátrica do Hospital das Clinicas da Universidade Federal
de Minas Gerais, Belo Horizonte, Brazil

a. Objectives
Few studies have been conducted concerning to bone health in patients with
Duchenne Muscular Dystrophy (DMD). The objectives of this study were to
assess markers of bone metabolism and renal function in pediatric DMD.
b. Methods
This cross-sectional study evaluated 29 children and adolescents with DMD and
13 age-matched healthy boys. The analysis included serum calcium, phosphorus,
alkaline phosphatase, urea, creatinine, 25OH vitamin D and parathyroid hormone
(PTH); 24-h urine sample for measurement of calcium, citrate, phosphate and
creatinine. Bone mass was measured by DXA. Patients were divided into 2 sub-
groups: wheelchair users and non-wheelchair users and steroids users and non-
steroids users. The study was approved by the institutional review board.
c. Results
Wheelchair userswere older, heavier, taller, and hadmore scoliosis than those non-
wheelchair users. History of diaphyseal fracture was observed in 27.6% of the
patients; 87.5% of them with corticoids. The 25OH vitamin D was below the
reference values in 93.1% of the cases. Serum creatinine and alkaline phosphatase,
urinary creatinine and citrate excretion were lower in patients when compared to
control. On the other hand, serum phosphorus level and phosphate tubular reab-
sorption were higher in patients. Comparing non-wheelchair users and wheelchair
users, the latter had lower urinary creatinine and phosphate tubular reabsorption,
and higher PTH. Comparing steroids users and non-steroids users, the latter had
lower PTH. Patients had a lumbar spine BMDareal Z-score when compared to
controls, with no significant difference between the subgroups.
d. Conclusions
Patients with DMD showed significant clinical and laboratory differences and
an overall reduction in BMD compared to healthy controls. There were sig-
nificant clinical and laboratory differences between wheelchair users and non-
wheelchair users with DMD. Further studies are needed to understand bone
metabolism in DMD patients.

PO-674
Nutcracker syndrome: clinical aspects, biochemical aspects, and course in
21 patients
T. Toyofuku(1), O.V.B. Andrade(1), R.O. Bigatao(1), R. Lipinski(1), M.T.
Silva(1), A.O. Silva(1), A. Maurano(2)
(1) Santa Casa de São Paulo, São Paulo, Brazil; (2) Hospital Israelita Albert
Einstein, São Paulo, Brazil, São Paulo, Brazil
a. Objectives
Nutcracker syndrome (NCS), an underestimated etiology of hematuria, pro-
teinuria, recurrent abdominal pain and othermanifestations, is characterized by
left renal vein compression, mainly between the abdominal aorta and the
superior mesenteric artery. We investigate the clinical presentation, imaging
findings, and course of NCS.
b. Methods
A retrospective analysis of epidemiological, clinical, biochemical, and imag-
ing aspects, as well as the course, of NCS in 21 patients.
c. Results
Of the 21 patients, 14 (66.6%) were male and 7 (33.4%) were female. Mean
age was 11 ± 7.5 years (range, 4-20 years). The investigation was motivated by
microscopic hematuria or proteinuria in 12 patients (57.1%), abdominal pain
in 4 (19.0%), gross hematuria in 4 (19.0%), and varicocele in 1 (4.8%). Six
patients had other comorbidities: nephrolithiasis, in two; diabetes mellitus, in
one; Henoch-Schönlein purpura, in two; and Proteus syndrome, in one.
Further evaluation, in 15 patients, showed postural proteinuria in 6 (40.0%)
and varicocele in 4 (28.5%). Among the 21 patients, the diagnosis was
established by renal Doppler ultrasound in 17 (80.9%), computed tomography
angiography in 3 (14.2%), and magnetic resonance angiography in 1 (4.7%).
The treatment was conservative in 13 (61.9%), and 8 (38.1%) received
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angiotensin-converting enzyme inhibitors or angiotensin II receptor blockers;
refractory abdominal pain prompted stent placement in 1 (4.8%). Mean
follow-up was 48 ± 33.9 months (range, 2-109 months), during which there
was improvement in the ultrasound parameters in 9 patients (42.8%), as well as
in the proteinuria and hematuria in 13 (61.9%).
d. Conclusions
In cases of hematuria or isolated proteinuria, recurrent abdominal pain, pos-
tural proteinuria, or varicocele, the differential diagnosis should include NCS.
The presence of other comorbidities does not exclude the possibility of this
association. Conservative treatment provides good results in most cases.

PO-675
Does BMI influences lower urinary tract symptoms?
P. Garcez Fonseca(1), J. Constante(2), J.P. Gismondi(2), K. Hannah(2), E.
Garcez Fonseca(2)
(1) Souza Marques Medical School, Rio De Jaeiro, Brazil; (2) The University of
the State of Rio de Janeiro, Rio De Janeiro, Brazil

a. Objectives
To investigate the association between body mass index (BMI) and lower
urinary tract symptoms (LUTS) in children and adolescents.
b. Methods
We reviewed medical records from 133 subjects with non-neurogenic
LUTS from a specialized unit during Jan/2014 to Dec/2015. One
subject was excluded because of heart disease and 11 due to insuffi-
cient data. The control group was composed of 188 subjects from a
primary care unit during the same period. The groups were paired
according to gender and age. The nutritional classification was
assessed using WHO's BMI-age criteria (2007). The qui-squared test
and McNemar test were used and a P value < 0.05 was considered
statically significant.
c. Results
The case group consisted of 121 subjects, aged 5-17 years old (mean:9.17;
median:9.00), 72.7% were female and 27.3% male. The control group
consisted of 188 subjects, 5-17 years of age (mean:9.31; median:9.00),
71.3% was female and 28.7% male (p=0.44). Severe thinness (score z < -3)
was present in 3.3% of the LUTS and in 0.5% of the control group (p<0.01).
Thinness was not present in the case group and had 5.3% prevalence rate in the
control group. 47.9% of the subjects in the case group and 58.5% in the control
group were eutrophic (p=0.07). Overweight was present in 21.5% and 15.4%
in the case and control groups respectively (p=0.17). Overall obesity (score
z>+2) was more frequent in the case group (27.3%) then in the control group
(17.6%) (p=0.04).When considered the subgroups of obesity, severe obesity
(score z >+3) was present in 10.7% of subjects with LUTD and in 4.3% of the
control group (p=0.027). However, obesity (score z >+2 and ≤3) had no stat-
ically significant difference between the case (21.5%) and control (15.4%)
groups (p=0,75).
d. Conclusions
Only severe obesity and severe thinness demonstrated to be associated with
LUTS in children and adolescents.

PO-676
Urinary markers of kidney injury in preterm babies
A. Nada, J. Mahan, M. Cismowski, E. Bonachea, S. Ingraham
Nationwide Children's Hospital, Columbus, United States

a. Objectives
Evaluate a panel of urine biomarkers of kidney injury in preterm (PT) com-
pared to full-term (FT) infants with no known AKI:
-Albumin as a marker of ongoing kidney injury
-Beta 2 microglobulin (B2M) as a marker of tubular injury
-Vascular endothelial growth factor (VEGF) as a crucial cytokine in maintain-
ing microvascular networks
-Kidney injury molecule1(KIM-1)and Alpha glutathione S transferase (Ä'
GTS) as markersof proximal tubular injury
-Uromodulin (UMOD) as a protective protein in AKI

-Osteopontin(OPN) as an anti-apoptotic protein
-NGAL as a marker of AKI
b. Methods
1. Group I-T1: 27 PT patients, gestational age from 25-32 weeks. Urine col-
lected around postnatal day 14. Within this cohort we collected an additional
urine specimen in 18 patients at full term corrected age (FT-CA; group I-T2)
2. Group II: 15 FT babies
- Patients with known AKI were excluded
- Biomarkers were measured using ELISA and normalized for urine creatinine
c. Results
- Urine albumin/Cr ratio (ACR) was higher in I-T1 (P<0.0001) and I-T2
(P=0.0039) compared to II
- B2M: higher in I-T1 and I-T2 compared to II (P<0.0001)
- ACR andVEGF positively correlated in I-T1 (R2 = 0.8325, P < 0.0001)and I-
T2 (R2 = 0.8941, P < 0.0001) but not in II
- KIM-1, Calbindin, UMOD and OPN: no differences among the 3
groups
- Ä'GST: higher in 1-T1 (P=0.0157) and 1-T2 (P=0.034) compared to II
- NGAL: higher in 1-T1 compared to II (P=0.0002)

& Table 1: Median and IQR of kidney injury biomarkers in studied groups
d. Conclusions
Our results demonstrate that high and low molecular weight protein-
uria persists in PT when they achieve FT-CA. VEGF remains elevated
in PT at time of FT-CA. Albuminuria and VEGF correlate positively
in PT at least through FT-CA. This correlation has been described in
progressive kidney diseases like diabetic nephropathy. This may point
to a role of VEGF in long term renal complications in PT. PT infants
warrant close follow up and monitoring for progressive renal insuffi-
ciency throughout early infancy to FT-CA.

PO-677
Urine biomarkers of kidney growth in preterm babies
A. Nada, J. Mahan, M. Cismowski, E. Bonachea, S. Ingraham
Nationwide Children's Hospital, Columbus, United States

a. Objectives
Human and animal studies have shown variability in extra-uterine
kidney growth (KG) in both preterm and full term babies. This sug-
gests the presence of variable factors that continue to influence KG
after birth. Many factors are known to affect different aspects of KG.
Soluble VEGF receptor (sFLT) is marker of angiogenesis that’s linked
to vascular dysfunction. Basic fibroblast growth factor (bFGF) is an
angiogenic factor (AF) as well as a marker of tissue repair that ac-
celerates kidney repair after AKI in adults. Placenta growth factor
(PIGF) is also an AF thought to be involved in angiogenesis in pro-
gressive renal injury
Objectives:
Evaluate levels of KG-related urinary biomarkers including sFLT, VEGF,
bFGF and PIGF in newborn preterm infants early after birth and at full term
corrected age (FT-CA) in comparison to full term (FT) neonates
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b. Methods
We collected urine from two patient cohorts:
1. Group I-T1: 27 preterm newborns, gestational age 25-32 weeks. Urine
collected around postnatal day 14. Within this cohort, we collected an addi-
tional urine specimen from 18 patients at FT-CA (group I-T2)
2. Group II: 15 FT babies. Urine collected during the first week of life
- Patients with acute kidney injury were excluded.
- Urine biomarkers were measured by ELISA and normalized to urine
creatinine
c. Results
- sFLT: No statistically significant difference among the 3 groups
- bFGF: higher in I-T1 compared to II ( P = 0.0124)
- PIGF: higher in I-T1 (P<0.0001) and I-T2 (P<0.0009) compared to II
- VEGF: higher in I-T1 (P<0.0001) and I-T2 (P<0.0006) compared to II

& table 1: Median and IQR of kidney growth biomarkers in studied groups
d. Conclusions
PIGF andVEGF are persistently elevated in preterm babies when they achieve
FT-CA compared to FT controls. This can point to an ongoing kidney growth
in this group. We recommend that particular care be taken in the use of med-
ications that can affect KG during this stage. Optimizing the environment for
this ongoing KG could help decrease long term renal complications in prema-
ture infants.

PO-678
Cisplatin Acute Kidney Injury in Children with Solid Tumors
M. Del Villar
Hospital infantil de México, México, Mexico

a. Objectives
Nephrotoxicity is one of the most frequent adverse effects of cisplatin,
mainly in the proximal tubule. The aim of this study was to measure
the incidence of cisplatin-associated acute kidney injury (AKI) in chil-
dren with solid tumors at the Hospital Infantil de MÃ©xico Federico
GÃ3mez.
b. Methods
We measured the incidence of AKI in a longitudinal cohort of children with
solid organ tumors from March 2013 to April 2015 who received cisplatin as
the first line of treatment. Follow-up at 1, 2 and 3 months post treatment was
conducted and AKI classifies as: Grade 0: Normal serum creatinine (SCr) and
electrolytes; Grade 1: Electrolyte alterations without symptoms; Grade 2:
Electrolyte supplementation and/or increased SCr 1.5 - 1.9 over baseline;
Grade 3: Increased SCr 2.0 -2.9 over baseline and Grade 4: SCr â'¥3.0 over
baseline or need for renal replacement therapy
c. Results
Of the 32 patients analyzed, 75% presented some degree of AKI by
the third month of treatment. While those with greater AKI were
younger and received a greater cisplatin dose, this did not achieve
significance. The most common electrolyte alterations were:
hypophosphatemia 19 patients (60%); hypokalemia 15 patients (47%)
and hypomagnesemia in 4 patients (12.5%). Grade 1 AKI was noted
in 37.5% of cases, Grade 2 in 25%; Grade 3 in 9% and Grade 4 in
3%. Three patients died of sepsis

d. Conclusions
AKI due to cisplatin is very common in this cohort. The most com-
mon complication is electrolyte abnormalities, with phosphorus being
the most abnormal. Close monitoring of fluid status and renal function
is recommended. In children who need cisplatin. Further analysis is
underway

PO-679
Glaucoma in childhood a side effect of oxybutynin ?
E.M. Oliveira, .A.C.P.D. Cillo, L.V.G. Mendoza, A.C.M. Frascolla, D.A.P.
Massa, A.R.A. Rosa, G.D.S.A. Bertotti, M.R. Pinheiro
PUC Campinas, Campinas, Brazil

a. Objectives
oxybutynin used in the treatment of overactive bladder and voiding disfunc-
tion in children is effective in reducing involuntary contractions of this muscle.
The closed field glaucoma is a side effect described in the literature, secondary
to increased intraocular pressure (IP), reducing the outflow of aqueous humor,
leading to an increase in IP and consequent injury.
b. Methods
17 children were studied, of both sexes aged between 4 and 17 years in
the use of oxybutynin for at least 6 months for treatment of overctive
bladder and Void Disfunction. Evaluated by tonometry and Retinography
tests of optic disc in order to detect changes in intraocular pressure and /
or optic nerve and risk / presence of glaucoma, compared with a control
group of healthy children 7 and without regular medication use in the
same age group. Considering suspected glaucoma when higher tonometry
to 25mmHg and Retinography with C / D (COP / Disk) greater than or
equal to 0.7.
c. Results
Of the 17 patients, none had intraocular pressure greater than 18
mmHg, papilla size larger than 0.6mm or greater than 0.2mm papil-
lary asymmetry between eyes, then there was no difference in the
control group.
d. Conclusions
It can be seen that the use of oxybutynin when used in long term treatment for
overactive bladder, this study demonstrated to be a safe drug for the develop-
ment of side effects closed-angle glaucoma

PO-680
Renal anomalous blood vessel as a cause of recurrent abdominal pain in
childhood
E.M. Oliveira, A.C.P.D. Cillo, L.V.G. Mendoza, A.C.M. Frascolla, D.A.P.
Massa, A.R.A. Rosa, D.L. Martins, G.G. Conti
PUC Campinas, Campinas, Brazil

a. Objectives
To underscore the importance of the diagnosis of anomalous blood vessel as
differential opportune diagnosis of multifactorial causes of recurrent abdomi-
nal pain in childhood
b. Methods
case report , 7 year old female patient without previous pathologies , with a history
of recurrent abdominal pain in the last 15 months , during which were performed
various treatments ( worms , allergy / food bug , constipation, flatulence, virus ,
among others) , without resolution of abdominal pain. Until the last 6 months
presented pyelonephritis and performed ultrasound (US ) routine was diagnosed
with a ureteropelvic junction obstructionwithmoderate hydronephrosis left after the
resolution of pyelonephritis kept recurring abdominal pain, especially at night,
accompanied by vomiting and was referred for evaluation of Pediatric Nephrology
c. Results
US and abdominal DTPA scintigraphy with moderate pelvicalycealdilation
left and obstructive pattern with proximal ureter usual caliber, standard voiding
cystourethrography andDMSA scintigraphywithout changes in renal function
. Urotomografia performed which revealed anomalous blood vessel pressing
left ureter , and indicated pyeloplasty, with good outcome after surgery and
pain resolution.
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d. Conclusions
The recurrent abdominal pain in childhood is multifactorial and often
underestimated , delaying diagnosis or applying make up real problems that
could be solved without generating large anatamo-functional repercussions .
The history with the previous knowledge of differential diagnoses and well
directed radiological study can be allies when the clinical picture is non-spe-
cific, as in the case of the anomalous blood vessel , which is a condition that
must be remembered by the pediatrician , as a differential diagnosis of recur-
rent abdominal pain in childhood.

PO-681
Prevalence of microalbuminuria in patients with cyanotic congenital
heart disease in Pediatric Cardiology service
M. Castillo, L. .E. Gonzalez, M. Prada, I. Cardenas, R. Gastelbondo
Fundacion CardioInfantil, Bogota, Colombia

a. Objectives
Establish the prevalence of microalbuminuria (MA) in children older than 1
month to less than 18 years old with confirmed cyanotic congenital heart
disease (CCC) treated at a pediatric center.
b. Methods
Observational study of crosscut type; Non-probability sampling, including
patients consecutively until the calculated sample size; total 97 patients diag-
nosedwith CCCweremeasuredMA in the first and / or secondmorning urine.
The patients in recent postoperative with dehydration, active infections,
glomerolupathies, vesicoureteral reflux, obstructive uropathy, solitary kidney,
treatment with ACE inhibitors, ARBs, spironolactone, history of prematurity
or intrauterine growth retardation were excluded . The prevalence of MA for
sociodemographic variables sex, age and type of CCC were made .It took into
account the ethical principles for research on humans of Helsinki, as well as the
regulations of the current legislation described in the country.
c. Results
Prevalence MA was 42.7% (n = 41); 73.1% with moderate MA. Significant
difference (p = 0.012) ofMAwas found in subgroups oxygen saturation, being
more frequent in patients saturating 60 and 70% (p = 0.012) and in those with
polycythemia (p=0.05).â'¨There were no differences in MA by gender, age
group, type of heart disease, high site of origin, nutritional status, impaired
TFG and prior use of ASA.
d. Conclusions
The prevalence of MA in children with CCC was 42.7%, being more frequent
in patients with a higher degree of hypoxemia and polycythemia. ); 73.1%was
found moderate MA.

PO-682
Implementation of an application for smartphones as a tool to optimize
the learning process in Pediatric Nephrology
R. Rios, L. .E. Gonzalez, M. Prada, R. Gastelbondo
Fundacion CardioInfantil, Bogota, Colombia
a. Objectives
Make and design an application for the iOS platform, with the respective
bibliographical support, including major clinical routinary ormulas in the prac-
tice of the pediatric nephrology learning.
b. Methods
Under the supervision of the thematic tutors , the design of the app was made. It
was a consensus of the formulas thatwould bemost relevant to include in the app, a
review of the literature about the normal values was made, and its interpretation in
the medical practice. Finally, an app developer was contacted, and based on the
investigation, he developed the application and uploaded it to the Store.

c. Results
The app is now on Internet and can be found in the search tool. In the app store
icon that can be found in a computer with the iOS operating system.
d. Conclusions
The current process of learning in the field of Internet technologies
suggests that physicians can improve efficiency using handheld com-
puters to access information and improve clinical knowledge , and
clarify questions for decisions, appropriate accurate diagnosis and
more in the field of pediatric nephrology where renal physiology
requires knowledge of formulas and innumerable values. This tool
definitely makes learning easier and reduces consultation time to an-
alyze a diagnosis in pediatric nephrology.

PO-683
Spectrum of histopathological findings of renal biopsies at a single pedi-
atric tertiary care hospital
S. ASim Awan(1), K. N Moorani(1), F. Lateef(2)
(1) National Institute of Child Health, Karachi, Pakistan; (2) Department of
Histopathology, Ziauddin university Hospital, Karachi, Pakistan., Karachi,
Pakistan

a. Objectives
To analyze the clinical indication, histopathological and immunofluorescence
pattern of children who underwent renal biopsies at our Pediatric Nephrology
department over a period of 5 years.
b. Methods
Medical records of all children who had ultrasound guided renal biopsy for
either acute nephritic or Nephrotic syndrome from 2010 - 2015were reviewed.
Data including demographics, clinical diagnosis, etiology, biochemical param-
eters, histopathology and immunofluorescence pattern was recorded on spe-
cifically designed proforma. Data analyzed by descriptive statistics using
SPSS version 20.
c. Results
There were total 108 patients of renal biopsy, males were (62, 57.4%) and
females (46, 42.6%). The mean age of biopsy was 7.7 + 4 years, weight 21.5+
9.7kg. The most frequent age group who had biopsy done was between 10-11
years.
The most common indication of biopsy was steroid resistant Nephrotic syn-
drome (SRNS) in (40, 37%), steroid dependent nephritic syndrome (SDNS) in
(22, 20.4%) and Acute Glomerulonephritis (18, 16.7%).There were 6 congen-
ital Nephrotics.
The most frequent histopathological pattern was FSGS (28, 25.9%),
MCD in (26, 24.1%) and Mesangial proliferative in (18, 16.7%).
There were 6 patients of lupus nephritis, 2 of IgA nephropathy, and
4 of IgM nephropathy. Immunofluorescence was positive in (36,
33.3%) patients with isolated IgA, IgM and IgG as well as as a
combination of immune deposits.
Comparing the clinical indication and histopathological pattern; out of 22
SDNS patients 16 had MCD, 4 FSGS and 2 MesPGN. Out of 40 SRNS 10
had MCD, 16 FSGS and 2 MesPGN on light microscopy.
d. Conclusions
Renal biopsy provides important information for the diagnosis, treatment and
predicting the prognosis of renal injury in children who present with acute or
chronic renal involvement .
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