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Abstract

We report a very rare case of renal lymphangiectasia, an accumula-
tion of lymph in the renal lymphatic system secondary to obstruc-
tion. Our patient presented to his family doctor for an annual 
check-up which resulted with high blood pressure and polycythe-
mia. An ultrasound was performed and revealed a large right per-
irenal collection. A year later, a controlled abdominal computed 
tomography scan showed a progression and compression of per-
irenal collection on the right kidney, as well as apparition of a left 
perirenal collection. Percutaneous drainage of both collections was 
unsuccessful. Laparoscopy-guided marsupialisation was performed 
and successful. Blood pressure lowered to normal range without 
medication. The patient’s hemoglobin level decreased within nor-
mal range after 3 additional phlebotomies postoperatively.

Introduction 

Renal lymphangiectasia is a rare benign disease, which 
is usually asymptomatic.1 It is sometimes associated with 
hypertension and rarely with polycythemia; there are only 
4 reported cases.2-5 We present a case of renal lymphang-
iectasia associated with both hypertension and polycythe-
mia.

Case report 

A 58-year-old asymptomatic male presented with high blood 
pressure (180/90 mmHg), polycythemia (hemoglobin and 
hematocrit levels at 213 g/L and 0.63, respectively) and 
fatigue at his annual check-up. He is an active smoker and 
his medical history was unremarkable. He was started on 
amlodipine for hypertension. As for his polycythemia, the 
V617F mutation in the JAK2 gene was negative and therefore 

polycythemia vera was ruled out. A workup for secondary 
causes of polycythemia was also negative, except for mild 
chronic obstructive pulmonary disease. Known mutations 
for hereditary hemochromatosis were negative. His blood 
smear was normal. Serum creatinin, erythropoietin and renin 
levels, as well as the rest of the laboratory tests, were within 
normal limits. 

An abdominal ultrasound was performed for hypertension 
workup and showed a unilateral right perinephric anecho-
ic collection with multiple septa (Fig. 1a). Further imaging 
with an abdominal computed tomography (CT) scan showed 
water-density right perinephric collection with lobulated 
contours extending to the renal hilum and compressing mild-
ly the renal parenchyma. The left kidney was normal without 
perinephric collection (Fig. 1b). A renal scintigraphy (99mTc 
MAG-3 with captopril) showed normal renal function with 
no vascular impairment (renal function of 47% on the right 
kidney and 53% on the left). The patient was treated with 
phlebotomies to temporarily lower his hemoglobin level. A 
follow-up abdominal CT scan and magnetic resonance study 
a year later showed an increased right perinephric collection 
compressing the renal parenchyma and onset of a similar 
left perinephric water-density collection without any sign of 
renal compression (Fig. 2a, Fig. 2b, Fig. 2c). 

Ultrasound-guided percutaneous drainage was performed 
bilaterally and drains were left in place (Fig. 3). 

A litre of fluid was removed on both sides during the 
procedure. Fluid cytology revealed numerous lymphocytes. 
Fluid analysis was unremarkable for protein, triglycerides, 
cholesterol, amylase, erythropoietin and creatinine lev-
els. Renin levels were 10.8 ng/L and 53.1 ng/L on the left 
and on the right side, respectively. A biopsy of the outer 
membrane of the left collection showed lymphoid tissue. 
Within 10 days of drainage, hemoglobin and blood pres-
sure decreased to normal levels from 188 g/L to 156 g/L and 
from 140/83 mmHg to 117/73 mmHg, respectively. Drains 
were removed 4 days later because of excessive drainage 
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(>1.5 L/day) that led to dehydration, electrolyte imbalance 
and mild acute renal failure. A week later, perirenal fluid 
re-accumulated to pre-drainage level, as noted on repeat 
CT (Fig. 4). Hemoglobin and blood pressure rose to pre-
procedure levels. 

A laparoscopic bilateral marsupialization was then per-
formed (Fig. 5a, Fig. 5b). At 15 weeks postoperative, a con-
trolled CT scan did not show any significant perirenal col-
lection (Fig. 6).

His blood pressure dropped to normal levels without 
medication a few days after surgery. The patient also felt 
better and had more energy than he did before the surgery. 
His hemoglobin transiently dropped within normal range, 
but raised a few weeks later (181 g/L), so he required 3 
phlebotomies on during a 5-month period (160 g/L). No fur-
ther phlebotomies were required 4 months after the patient 
quit smoking. 

Discussion 

Renal lymphangiectasia is a rare disorder; there are about 
50 reported cases.1 It is usually bilateral and asymptomatic, 
and unrelated to age or gender.6,7 When symptomatic, it 
may be associated with abdominal/flank pain, hematuria, 
proteinuria, abdominal distension/mass, pleural effusion, 
weight loss, fatigue, renal failure, hypertension or polycythe-
mia.1 Familial occurrence has been described.8,9 Its patho-
genesis remains unknown, but it is hypothesized to result 
from developmental malformation of the renal lymphatic 
tissues leading to obstruction and accumulation of lymph 
in the parenchyma, the subcapsular region and the hilum.8 
Renal biopsy reveals lymphangiectasis and/or lymphatic ves-
sels increases in number in the medulla, cortex, hilum and 

Fig. 1a. Ultrasound imaging - right perinephric anechoic collection with 
multiple septa (arrows).

Fig. 1b. A computed tomography scan image showing water-density right 
perinephric collection with lobulated contours extending to the renal hilum and 
compressing mildly the renal parenchyma. The left kidney was normal without 
perinephric collection.

Fig. 2a. A computed tomography scan image a 
year later - increased right perinephric collection 
compressing the renal parenchyma and onset of a 
similar left perinephric water-density collection.

Fig. 2b. Renal magnetic resonance 
contrast-enhanced T1-weighted axial 
image showing bilateral peri-nephric 
collections with thin peripheral wall 
enhancement.

Fig. 2c. Renal magnetic resonance 
T2-weighted coronal image 
showing multiloculated high–signal 
collections.
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perinephric tissues. Diagnosis is usually done on imaging 
either ultrasound, CT or magnetic resonance imaging,10 
even though symptoms can precede radiological findings. 
The radiographic appearance of septated perinephric fluid 
collections, which can extend around the pelvis and up to 
retroperitoneal tissues, may lead to a differential diagnosis 
of hydronephrosis,11 hematoma, abscess, lymphoma or poly-
cystic kidney disease.12-15 It rarely regresses spontaneously.16

Hypertension associated with renal lymphangiectasia is 
rarely reported. One patient had an ischemic kidney (page 
kidney) from compression and developed hypertension.17 
Essential hypertension still accounts for most cases of high 
blood pressure. In our case, the right perinephric collection 
was clearly compressing the kidney. It even worsened sig-
nificantly on controlled CT scans. In addition, our patient’s 
blood pressure normalized rapidly after drainage and def-
initely after surgery, suggesting hypertension secondary to 
renal compression. Renin level in the right perinephric col-
lection was 5 times higher than in the left perinephric col-
lection and in the plasma.

Polycythemia associated with renal lymphangiectasia 
was reported in 4 cases.2-5 Our patient presented erythro-
poietin levels within normal range, measured from serum 

and perinephric collection aspirate. Ischemia from 
renal compression was thought to be the mech-
anism underlying polycythemia in our case. As 
surgery transiently decreased hemoglobin levels, 
there must have been other contributing factors. 
Our patient was an active smoker and had mild 
chronic obstructive pulmonary disease, which 
could have contributed to high hemoglobin lev-
els.18 He still required 3 additional phlebotomies 
after surgery to control his hemoglobin. Smoking 
cessation was strongly recommended and no fur-
ther phlebotomies were required 4 months after 
he quit smoking. 

In terms of management, there are no clear 
guidelines as to when conservative management, percuta-
neous drainage or surgery should be used. It seems, how-
ever, that marsupialization is preferred.7 Sclerotherapy is a 
promising treatment.19,20 

Conclusion 

Renal lymphangiectasia remains an elusive disorder as most 
of the knowledge comes from case reports, given its rare 
occurrence. We presented one of the rare cases of renal 
lymphangiectasia associated with both hypertension and 
polycythemia, where high blood pressure resolved short-
ly after laparoscopic marsupialization and polycythemia 
resolved after smoking cessation.  

Competing interests: Dr. Blanc, Dr. Schmutz, Dr. Belzile and Dr. Sabbagh all declare no competing 
financial or personal interests.

This paper has been peer-reviewed. 

Fig. 3. A computed tomography scan 
immediately post-drainage with bilateral 
drains left in place.

Fig. 4. A computed tomography scan a week 
post drains removal. Bilateral perirenal fluid  
re-accumulation to pre-drainage level

Fig. 5a. Bulging Gerota’s fascia around left 
perirenal collection. 

Fig. 5b. Pierced membrane with lymph collection inside. 
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Fig. 5c. Thick septum (straight arrow) on ultrasound. Fig. 5d. Thick septum at surgery (straight arrow). Fig. 6. A computed tomography scan 15 weeks 
after surgery.


