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Nephrotic syndrome in a patient with cystinuria: Questions
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Case presentation

A 17-year-old female patient, who had been diagnosed with
cystinuria and using tiopronin treatment for 6 years, was re-
ferred to our pediatric nephrology department with the com-
plaints of swelling on her face and eyelids, abdominal disten-
tion, and decreased urine output.

Physical examination was normal except the prominent
edema of the eyelids and the pretibial region. The patient
was admitted to the nephrology clinic for investigation.
Blood pressure, fluid intake, urine output and body weight
were closely monitored.

Serum biochemistry revealed urea 21 mg/dl, creatinine
0.64 mg/dl, albumin 1.4 g/dl, total protein 4.2 g/dl, cholesterol
142 mg/dl, triglycerides 591 mg/dl, and daily urinary excre-
tion of protein was 226 mg/m2/h. Serological tests for anti-
nuclear antibody, anti-dsDNA and HBs antigen were nega-
tive. Serum C3 and C4 levels were in normal range. Renal
and urinary tract ultrasonography revealed multiple non-
obstructive stones in the kidneys.

Renal biopsy was performed. Light microscopic examina-
tion of the biopsy was normal. Immunofluorescence analysis

of the sample revealed no deposition of IgG, IgM, IgA, Clq,
C3, C4 or fibrinogen.

Questions

1. What is the most likely diagnosis?
2. What is the next step for the management of the patient?
3. What is the prognosis of this condition, and what are the

other treatment options for the primary disease?
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The answers to these questions can be found at https://doi.org/10.1007/
s00467-019-04440-2.
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