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CLINICAL QUIZ

A child with bilateral multiple renal cysts presenting with ascites

and pleural effusion: Answers
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Answers

1. What is your diagnosis?
Ultrasound and abdominal MRI findings were consis-
tent with renal lymphangiomatosis (RL).

2. Is further investigation or intervention required for the
diagnosis?
The diagnosis of RL can be made according to char-
acteristic radiologic findings; further investigation is usu-
ally not required.

3 What is the treatment and prognosis?
The diagnosis of RL can be made according to char-
acteristic radiologic findings; further investigation is usu-
ally not required.

Discussion

We report here the unusual case of a young girl with renal
cysts who presented with ascites and pleural effusion. She
was evaluated by the Pediatric Gastroenterology Unit for
the differential diagnosis of ascites having transudate
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features with few lymphocytes. She was then referred to
the Pediatric Nephrology Unit for the investigation of mul-
tiple subcortical renal cysts with a differential diagnosis of
autosomal recessive polycystic kidney disease. Following
evaluation of the renal imaging studies, ultrasound and
magnetic resonance imaging (MRI), and a review of the
literature, Renal lymphangioma (RL) was diagnosed. The
patient was put on a diuretic treatment (spironolactone), in
accordance with reports in the literature of similar cases
where both ascites and pleural effusion had improved with
diuretic treatment. At the time of this publication, she had
been on diuretic treatment for 12 months, with no reported
side effects and normal renal function. Her renal cysts have
regressed; the diameter of the largest cyst decreased from
45 to 35 mm. In addition, ultrasound examination revealed
no ascites or pleural effusion. To the best of our knowl-
edge, this is the youngest pediatric case reported that im-
proved with medical treatment without any side effects.

Renal lymphangioma is a rare and benign renal malfor-
mation. It is thought that a developmental malformation
of the intrarenal, perirenal, and peripelvic lymphatics
causes accumulation of lymph as parenchymal edema,
subcapsular and/or hilum cysts [1, 2]. This condition has
also been termed renal lymphangioma, peripelvic
lymphangiectasia, renal sinus polycystic disease, and re-
nal hygroma [3]. The age of the patient at presentation
varies and there is no sex predilection. A few familial
cases have also been reported [4, 5]. Autosomal recessive
polycystic kidney disease is the most common differential
diagnosis in pediatric patients, especially when ascites is
present. Other differential diagnoses include autosomal
dominant polycystic kidney disease, Wilm’s tumor, lym-
phoma, and urinoma [1].

Most cases of RL are asymptomatic and diagnosed in-
cidentally. In symptomatic cases, the most common symp-
toms are abdominal or flank pain and abdominal disten-
sion. Weight loss, fatigue, palpable abdominal mass, he-
maturia, hypertension [6, 7], polycythemia [6, 8], and
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renal vein thrombosis [9] have also been described.
Complications of RL include infection, rupture, or hem-
orrhage of the cyst. Renin-dependent hypertension may be
seen due to compression of the renal parenchyma and
compromised renal perfusion as in Paget’s kidney, which
can be reversible or markedly improved following man-
agement of the cysts [6, 7]. Ascites and pleural effusion
have also been documented [2, 8, 10, 11]. Renal function
is usually preserved; however, renal failure has been re-
ported in a few cases [12].

The diagnosis of RL can be made according to characteristic
radiologic findings. The radiologic features of RL on
unltrasound (US), MRI, or computed tomography (CT) are
well defined [3, 13]. RL can be unilateral/focal or bilateral/
diffuse. There are two radiologic manifestations [14]. In the
first pattern, cystic lesions in the renal sinus may be seen. The
second pattern reveals lobular perinephric fluid with multiple
septations and less apparent renal sinus cysts. Ultrasonography
examination may reveal enlarged kidneys, increased renal pa-
renchymal echogenicity, loss of corticomedullary differentia-
tion, and anechoic cysts. On CT; thin-walled, fluid-filled cysts
with attenuation on the cyst walls are evident. The cysts on
MRI appear as hypointense without enhancement on post-
contrast images in T1-weighted and hyperintense in T2-
weighted images. Diagnostic aspiration of the cysts or ascites
can be performed but is not necessary for diagnosis. The char-
acteristic of the aspirated fluid is usually the same as those for
transudate (non-chylous and unremarkable for urea, protein,
triglyceride, and lactate dehydrogenase (LDH)). The fluid
may however have elevated renin and lymphocyte content [2,
7, 15].

Treatment is not required for the majority of asymptomatic
cases. Diuretic treatment has proven effective in cases with
ascites and pleural effusion [8, 10, 11]. Although recurrence
is possible, percutaneous aspiration and sclerotherapy of the
cysts have been successfully performed in symptomatic cases
[16]. Marsupialization of the perirenal collection has also been
reported [6, 7]. A partial or complete nephrectomy should be
preserved for severe cases [7].

In summary, RL is a rare benign malformation. Awareness
of this condition can prevent unnecessary investigations and
interventions.
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