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Abstract

Introduction: Renal cysts presenting in childhood are rare. Historically, renal cysts have been
subject to variable nomenclature which has contributed to diagnostic difficulties. They can occur
as solitary, unilateral or multiple lesions. Cysts can be further classified according to loculation,
communications within the structure and tissue types present.

Case presentation: We report the case of a |15-month-old Caucasian boy presenting with
abdominal distension as the only clinical symptom. On examination, an ill-defined abdominal mass
was found. This was confirmed on ultrasound to be a multiseptated cystic mass with a solid
element, arising from the right side of the abdomen. Despite further imaging, the origin of the mass
could not be identified. The mass was suspected of malignancy but all blood tests and tumour
markers were normal. The mass proved to be a diagnostic challenge. The renal origin of the mass
was only confirmed at surgery.

Conclusion: Imaging appears to be unreliable in differentiating benign cysts from malignant renal
tumours, raising a diagnostic dilemma where surgery seems the only way to reliably establish

aetiology of the mass.

Introduction

A multilocular cystic lesion of the kidney presents a diag-
nostic dilemma. Using current diagnostic techniques, it is
extremely difficult to differentiate renal neoplasms from
essentially benign conditions with little malignant poten-
tial.

This condition has been reported in the literature under
many different names. Fifteen years ago, a literature
review highlighted the various synonyms given to this
condition, including cystic nephroma, cystic partially dif-
ferentiated nephroblastoma, polycystic nephroblastoma,

multilocular cystic nephroma, unilateral polycystic kid-
ney, cystic adenoma and papillary cystadenoma [1].

We report a case of a multilocular renal cyst and a recent
literature summary.

Case presentation

A 15-month-old Caucasian boy presented with a history
of progressive abdominal distension for a 6-week dura-
tion. He was experiencing no renal or gastrointestinal
symptoms and his routine antenatal scans at 20 weeks
gestation were reported as normal. Physical examination
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showed him to be unwell, with a pulse rate of 150 beats/
minute and blood pressure of 108 per 82 mmHg. He had
a largely distended and tense abdomen, with general dis-
comfort on palpation but no signs of peritonitis. There
was, however, an ill-defined cystic mass palpable in the
right side of his abdomen.

No abnormalities were evident from routine blood tests
(haematology and coagulation, biochemistry, C-reactive
protein and liver function tests). Further laboratory meas-
urements of urinary electrolytes, alpha-feto protein and
beta human chorionic gonadotropin levels were also all
within normal limits. An abdominal ultrasound scan
showed a large, cystic, multiseptated mass containing a
small solid nodule, which was suspected of malignancy.
The lesion was located in his right flank which extended
across the midline and inferiorly into the pelvis. The ori-
gin of this mass could not be identified. A chest, abdomi-
nal and pelvic computed tomographic scan was
performed, that showed a 14.7 x 13.6 x 15.2 cm complex
septated cystic mass arising from the peritoneum, contain-
ing enhancing septae and solid nodules (Figure 1). The
right kidney was seen to be mildly hydronephrotic and
displaced supero-laterally but appeared separate from the
mass. The left kidney was reported normal in size and tex-
ture. No intrathoracic and abdominal lymphadenopathy
was reported. The overall impression was of a teratoma
with a differential of mesenchymal hamartoma or a com-
plicated mesenteric cyst.

On day 6 of his admission, an exploratory laparotomy
was performed due to increasing pain and distress suf-
fered by the patient. The operative finding was a large cyst
arising from the lower pole of the right kidney which was
adherent to the duodenum, caecal mesentery, and colonic
mesentery. The cyst was completely excised and a right
nephro-ureterectomy was also carried out. The histology
of the mass was reported as originating from the kidney
with segmental dysplasia and haemorrhagic cyst forma-

Figure |

Axial/coronal computed tomographic scan of abdo-
men showing cystic, loculated mass inferior to right
kidney.
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tion, suggesting a benign multilocular renal cyst. The post-
operative course was uneventful, and the patient is well at
5 years of age.

Discussion

The first description of a multilocular renal cyst was made
in 1892 by Edmunds, who called it a "cystic adenoma of
the kidney". It was not until 1951 that Powell suggested
further diagnostic criteria, which included site, complexity
and association with renal tissue [2].

These criteria were later modified by Boggs and Kimmel-
stiel in 1956 to include the presence of immature tissue in
the intervening septa as a feature of the cyst [3]. The con-
dition is rare with a reported incidence of 2.4% of all pri-
mary renal lesions [4,5].

The condition seems to present predominantly among
Caucasian children, with males affected twice as often as
females. Conversely, the ratio increases eight-fold among
females who develop the condition during adulthood [1].

In the last 10 years only two cases of this condition have
been reported, with no discernable diagnostic improve-
ment. This is suggestive of a trend, though not conclusive.

A multilocular renal cyst usually presents with a painless
abdominal mass in the majority of cases, but it can also
present less often with abdominal or flank pain, haematu-
ria, hypertension or as an incidental finding [1]. There are
no conclusively proven genetic associations.

Imaging is useful in identifying a mass. Diagnostic diffi-
culties, however, have been reported, as noted in our case.
Computed tomography and ultrasound scans may iden-
tify a complete cyst but are unable to specify the origin of
the lesion in all cases [6].

Conclusion

There have been no reported cases of malignant behav-
iour or potential in multilocular renal cysts [1,7,8]. Imag-
ing, percutaneous tissue biopsy and cyst aspiration cannot
differentiate a multilocular cyst from multicystic renal cell
carcinoma, adenocarcinoma, or Wilms' tumour [1,9,10].
Thus the management of this lesion, for diagnostic accu-
racy as well as for treatment, is either by total nephrec-
tomy or partial nephron sparing surgery [1,7,8].
Metachronic lesions have been reported in the literature
and should be explored on imaging. It is recommended
that a close follow up on the patient be performed using
clinical evaluation and the best imaging techniques avail-
able [7]. In the future, better diagnostic methods to iden-
tify multilocular renal cysts that are essentially benign
may spare the kidney.
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