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CASE REPORTS

Bilateral renal lymphangiectasia: a rare renal 
cystic disease managed by minimal invasive 
approach—a case report
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Abstract 

Background  Renal cystic diseases are one of the commonest renal lesions encountered in clinical practice. Although 
common, most of the cysts are solitary, benign, asymptomatic and seldom clinically significant. But, renal lymphangi-
ectasia is an exception. These are rare lymphatic malformation seen around the kidneys and in the retroperitoneum. 
It masquerades clinically like ADPKD and renal tumors and radiologically like a complex renal cyst. Although the cyst 
is benign, it possesses a significant impact on the quality of life. Because of its rarity, the management of this condi-
tion has not been well defined in the literature. A clinician must be aware of this rare condition and able to differenti-
ate it from other similar conditions to aid in appropriate management. Hence, we present a case report of a female 
with bilateral renal lymphangiectasia managed successfully by laparoscopic excision.

Case presentation  A 34-year-old hypertensive female came with complaints of bilaterally progressive flank masses 
for 3 months and breathlessness for 2 weeks. On examination, she had bilateral pitting pedal edema, bilateral pal-
pable renal mass and ascites. She had nephrotic range proteinuria, hypoalbuminemia and normal renal function. 
Imaging showed 22-cm bilateral peri-renal and hilar multi-loculated cystic lesions, suggestive of bilateral renal 
lymphangiectasia. Antihypertensives and percutaneous interventions were not successful in relieving her symp-
toms. Subsequently, she was managed with laparoscopic excision on both sides. After surgery, she had an unevent-
ful postoperative period and good symptomatic relief. No recurrence of the lesion found in follow-up CT imaging 
after 18 months.

Conclusions  Renal lymphangiectasia is a rare yet clinically significant cystic lesion of the kidney. It can be diagnosed 
confidently by noninvasive imaging modalities. Medical treatment offered for mild symptomatic disease. Patients 
with severe symptoms need surgical intervention especially if it is not responding to medical management. Minimal 
invasive approach is feasible and successful in the management of this voluminous disease.
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1 � Introduction and Background
Renal lymphangiectasia is a rare benign lymphatic 
anomaly of the kidneys accounting for < 1% of all lym-
phangiectasia. It is also known as renal hygroma, renal 
lymphangiomatosis, polycystic disease of the renal sinus 
and renal lymphatic malformations (RLM). It can be 
unilateral or bilateral, focal or diffuse. It shows famil-
ial predilection, seen in both children and adult with 
male predominance in the ratio of 3:1. It can be peri-
nephric, intra-renal or para-pelvic. These are usually 
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multi-loculated as seen in our patient. The etiology is 
unclear. The probable postulate for the etiology is devel-
opmental anomaly where communication between 
peri-renal lymphatic channels and main retroperitoneal 
lymphatic channels fails to be established. This causes 
dilatation of lymphatic channels resulting in cystic dila-
tation [1, 2]. Acquired renal lymphangiectasia after renal 
transplantation is also reported in the literature [8].

Most patients are asymptomatic. Flank mass is the 
common presenting symptom. It is reported to be exac-
erbated during pregnancy. Cysts might cause renin-
dependent hypertension in 10% of patients. In our 
patients, the need for antihypertensives decreased with 
surgical management. The reason for hypertension is 
page kidney. Gross proteinuria due to associated focal 
segmental glomerulosclerosis or excess tubular pressure 
due to lymphatic block may be seen in few individuals. 
Hypoalbuminemia severe enough to cause pedal edema 
or ascites could be an indication for intervention. Pro-
teinuria may also predispose to renal vein thrombosis [1, 
2]. Renal atrophy is a rare complication in bilateral cases 
[3, 4].

Ultrasonogram (USG) is the initial radiological investi-
gation. The findings are peri-nephric and hilar anechoic 
lesions with internal septations due to the multiple thin 
loculations in a honey comb pattern. Contrast-enhanced 
computerized tomography (CECT) is diagnostic in most 
instances. The lymphangiectasia are hypodense (0–10 
Hounsfield unit), non-enhancing, non-communicating 
and located around kidneys as well as renal pelvis. They 
may show extension into retroperitoneum. In magnetic 
resonance imaging (MRI), the lesion appears hypointense 
in T1WI and hyperintense in T2WI with reversal of cor-
tico-medullary intensity. But, MRI is rarely required for 
diagnosis. Shrewd recognition of these radiological fea-
tures will differentiate this condition from other diseases 
such as ADPKD and cystic renal tumor and also obviate 
the need for other invasive investigations such as cytol-
ogy and tissue biopsy [1, 2].

No active intervention is required in asymptomatic 
patients. Complications like hypertension and ascites 
can be managed medically. Intractable cases and mass 
effect symptoms need palliation by percutaneous drain-
age. Failure rates with percutaneous drainage are very 
high because of multiple loculations, as in our patient 
[1]. Sclerotherapy has been reported but requires several 
sessions. Sclerotherapy is not suitable for para-pelvic and 
peri-pelvic cysts because of the risk of PUJ obstruction 
[5].

Deroofing is also helpful in some instances, but locu-
latios could be a hindrance. Complete excision is the 
surgical option with high success rate in individuals like 
our patient who could not be salvaged with other less 

invasive measures. Nephrectomy is very rarely indicated. 
Laparoscopy excision has not been reported in literature. 
Our patient was managed by laparoscopic excision. With 
laparoscopic excision of the lesion, exposed peritoneum 
over the lesion provides alternative drainage pathway 
for lymph [6, 7]. Laparoscopy helps in early recovery 
and decreases the morbidity compared to open proce-
dure. Caution while excising close to parenchyma and 
renal pelvis. DJ stenting helps in identification of ureters. 
Recurrence is rare.

1.1 � Case presentation
A 34-year-old female came with complaints of gradu-
ally increasing abdominal distension, primarily in the 
flanks, for the previous 3 months. She also had worsen-
ing breathlessness for the previous 2 weeks. She did not 
have lower urinary tract symptoms or hematuria. She 
was a hypertensive, on medical treatment for hyperten-
sion for the last 1 year. On examination, she had bilateral 
pitting pedal edema and bilateral palpable renal mass and 
ascites. She had nephrotic range proteinuria, hypoalbu-
minemia and normal renal function (serum creatinine 0.8 
mgs%).

On USG imaging of kidneys, an approximately 20-cm 
bilateral perinephric and hilar anechoic lesions with 
internal septations (Fig. 1) was seen. Subsequently, CECT 
of kidneys showed bilateral hypodense non-enhancing 
non-communicating lesions around both kidneys meas-
uring 22 × 12 cm suggestive of bilateral renal lymphangi-
ectasia (Fig. 2).

She was initially managed medically for hypertension 
and anasarca, but since she had persistent worsening of 
symptoms due to gross proteinuria, so she was planned 

Fig. 1  USG features of renal lymphangiectasia.  In USG, the lesions 
are anechoic with thin internal septations in honey comb pattern 
and located around the kidney (large white arrow) and also at hilum 
(small white arrow)
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for invasive intervention. Initially, percutaneous drain-
age was done, but due to the multi-loculated nature of 
the lesion, it was not successful and she had persistent 
symptoms. She was subsequently planned for laparo-
scopic excision.  Under general anesthesia and lithot-
omy position, rigid cystoscopy was done. Lower urinary 
tract was normal. Bilateral ureteric stenting was done 
to aid in ureter identification during surgery. Then, the 
patient was placed in right lateral kidney position and 
laparoscopy done with three ports. Colon deflected 
and Gerota’s fascia was opened to visualize the lesion. 
Grossly, the lesions were multi-loculated containing 
clear fluid and located all around the kidneys (Fig.  3). 

There was no clear surgical plane between the cyst and 
renal capsule. So, excision was done till renal paren-
chyma is exposed. Minimal cysts along the posterior 
surface close to hilum were left due to risk of renal 
vessel injury. Procedure was repeated on the opposite 
side, and the specimen was removed. No blood transfu-
sions required. She had persistent drain output of more 
than 500  ml per day for initial 3  days, which gradu-
ally reduced and drain was removed after 7 days. His-
topathology featured flat endothelium lined channels 
with renal tubules (Fig. 4). She had good symptomatic 
improvement and had relief of symptoms after surgery. 
There is no recurrence in CT imaging after 18 months 
(Fig. 5).

Fig. 2  CECT features of renal lymphangiectasia. Coronal view of CECT of kidneys in non-contrast phase (a) and delayed phase (b). In non-contrast 
phase, the lesions are difficult to be differentiated from renal parenchyma and pelvicalyceal system. In delayed phase (b), the lymphangiectasia 
(white arrow) can be well differentiated from the enhancing renal parenchyma and pelvicalyceal system. These lesions are hypodense (0–10 
Hounsfield unit), non-enhancing, non-communicating and located peri-renal as well as peri-pelvic

Fig. 3  Gross appearance of renal lymphangiectasia. The lesions 
(white arrow) are multi-locular, containing clear fluid and located all 
around the kidney

Fig. 4  Microscopic features of renal lymphangiectasia. Flat 
endothelium lined channels (large black arrow) with renal tubules 
(small black arrow)
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2 � Conclusions
Renal lymphangiectasia is a rare yet clinically significant 
benign cystic lesion of the kidney. Although rare, it is a 
potential cause for renal failure if bilateral. The manage-
ment of this condition depends on diagnosis, its impact 
on the renal function primarily and size of the mass to 
a certain extent. Mild symptoms can be offered medical 
management. Patients with severe symptoms need sur-
gical management of the lymphangiectasia, especially if 
not responding to medical management. Minimally inva-
sive approach is feasible in such voluminous disease and 
is associated with less morbidity and comparable success 
rate.
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Fig. 5  Preoperative and postoperative follow up CT image of renal lymphangiectasia. On comparing the preoperative CT image (a) of RLM 
with postoperative CT image (b) taken 18 months after bilateral laparoscopic excision of lymphangiectasia, no recurrence of the lesion (white arrows 
above the anterior surface of kidneys indicates the area of concern) is evident
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