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Cystic Nephroma: An Unusual Renal Entity
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ABSTRACT The kidney is one of the most common sites for cyst formation in the body. The spectrum of renal cysts is wide 
and complex, from genetic to neoplastic in etiology, bimodal distribution in age & sex. Cystic nephroma is a rare benign 
neoplasm of the kidney with excellent prognosis after nephrectomy. Preoperative diagnosis of cystic nephroma is clinically 
and radiological difficult from other cystic renal malignancies. It is a rare benign lesion of the kidney with very few reported 
cases in the world literature. Even with improved precision in radiological imaging, the final diagnosis is only possible by 
histopathological examination of the resected specimen. This is a case report of a 30 year old female patient who presented 
with an incidental finding of complex multilocular renal mass. She underwent nephrectomy, and the histological findings 
were consistent with cystic nephroma.

Case report
A 30 year old female patient referred with history of appendi-
cectomy about one & half 
month ago to our hospital. Incidental finding during ultra so-
nography was a complex 
right renal mass. she was admitted for further management 
of the mass. There was no 
history of right renal angle pain or hematuria. Routine hema-
tological and biochemical 
investigations were within normal limits. C.T. scan showed a 
complex multiseptate 
cystic renal mass of 8 cm in diameter causing severe indenta-
tion over the adjacent 
superior & middle calyx (Fig No.1). After preoperative work 
up she underwent right 
nephro-ureterectomy through a right sub costal incision. Re-
nal vessels were clamped 
and transfixed with 2/0 silk. Right ureter was traced till cross-
ing of gonadal vessels & 
divided. The specimen of kidney and ureter was sent for his-
topathological examination.
Drain was kept and incision closed in layers. Post-operative 
recovery was 
uneventful. She is under follow up for the last three months.
The specimen measured 12.9 x 5.6 x 6.5 cm & weighed 348 
gms. On gross 
Examination (Fig No. 2) the upper pole was bossealated and 
cut section showed well circumscribed 
encapsulated tumour of a diameter of 7.5 cms with numerous 
cysts of varing size from
0.5 to 2 cms containing clear fluid. Microscopic examination 
showed 
characteristics of cystic nephroma with multiple cysts lined by 
flattened to cuboidal 
hobnail cells separated by stroma. The stroma was edema-
tous ovarian type with 
lymphoplasmacystic infilterate.

Discussion
A cystic nephroma is a benign cystic lesion of the kidney 
of unknown etiology. Theories of its pathogenesis include 
dysplastic, hamartomatous, neoplastic, and dysontogenetic 
transformation.[1, 2] 

Edmunds3 reported the first case of cystic nephroma (CN) 
as cystic adenoma of the Kidney. Less than 200 cases are 
reported in the international literature. Multilocular cystic 
nephroma can be congenital or acquired. 

The congenital form is seen less than two years of age with 
a male: female ratio of 2:1, and is generally unilateral but 
bilateral lesions have been reported4, 5.
In the acquired type it is seen affecting predominantly post-
menopausal females6 with a male: female ratio of 1:97.
Adult cystic nephroma shares the same morphologic charac-
teristics with congenital cystic nephroma but has a different 
biological behavior. 
Congenital cystic nephroma are sometimes associated with 
nodules of Wilms tumour 
among the benign cysts7, and the exact etiology is unre-
solved. 
According to classification by Eble & Bonsib4 Cystic nephro-
mas are thought to
represent one end of a spectrum of related cystic lesions, 
including cystic nephroma,
multilocular cyst with partially differentiated Wilms tumor, 
multilocular cyst with nodules 
of Wilms tumor, and cystic Wilms tumor8. 
WHO classification9 -Cystic nephroma is classified as a spe-
cial 
entity that is identical to mixed epithelial and stromal tumors 
(MESTK) of kidney. 
The pathogenesis is based upon the influence of hormones 
hence common in females, 
in rare cases of male patients there may be history of hor-
mone manipulation for the 
treatment of prostate cancer11. And to support the hypoth-
esis there is presence of both 
estrogen and progesterone receptors10. 
Boggs and Kimmelstiel have defined certain criteria to dif-
ferentiate cystic nephroma 
from others like polycystic disease multi cystic kidneys, sim-
ple renal cysts and cystic 
renal cell carcinoma9. The criteria are multilocular lesion, 
cysts lined with epithelium,
cyst that do not communicate with the pelvis and normal re-
sidual renal tissue. In spite 
of this the final diagnosis is almost exclusively based on im-
munohistochemistry. 
Clinically cystic nephroma usually presents as asymptomatic 
& incidental finding as in 
our case. It may present as painless flank mass or pain & he-
maturia2, 8. . 
The gross specimen shows a conglomeration of non com-
municating cysts of varying 
sizes, from several millimeters to 4 cm in diameter. The cysts 
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are well circumscribed by
a thick outer pseudocapsule that compresses the adjacent 
normal renal parenchyma.
The treatment of choice for cystic nephroma is surgical re-
moval of kidney is correct.
Mural nodules of nephroblastoma, renal adenoma, adeno-
carcinoma, and sarcoma 
have been known to coexist with cystic nephromas in 
adults.12, 13

In addition, diagnostic radiographic imaging (with or without 
percutaneous biopsies) 
does not reliably distinguish malignant from benign lesions.12 
Cystic look-alike lesions, such as cystic nephromas, multilocu-
lar cysts with partially 
differentiated Wilms tumors, multilocular cysts with nodules 
of Wilms tumor, cystic 
Wilms tumors, cystic renal adenocarcinomas, sarcomas, and 
mesoblastic nephromas 
cannot be differentiated accurately without a postoperative 
tissue analysis.2,8 
The treatment of choice in the present case was nephrec-
tomy because of the extent of 
renal involvement. Nephron-sparing surgery, however, 
should receive major 
consideration: cystic nephromas are benign, and the possi-
bility of a recurrence 
developing after complete surgical extirpation of the neo
plasm is unlikely. 

Conclusion
This is a rare benign lesion of the kidney with less than 250 
cases reported in the world 
literature. In cases of cystic nephroma where preoperative 
diagnosis between it and 
cystic renal cell carcinoma is impossible, hence nephrectomy 
is the preferred treatment. 
Despite limited experience in diagnosis and treatment the 
need for follow is important.
Cystic nephroma also presents with no specific urinary tract 
symptoms like flank pain, 
hematuria or hypertension and in adults may present as a 
incidental finding. The IVP 
shows a well defined mass in a normal functioning kidney. 
USG shows a multi loculated 
cystic renal complex mass. Color Doppler is required to dif-
ferentiate between malignant 
and benign lesion. Cystic nephroma are hypovascular and 
MRI angiography may be an 
alternative tool in preoperative evaluation.

Fig No1 CT scan
 

 

Fig No.2 Specimen

 

REFERENCE 1. Steele R,Daroca P J Jr, Hill S et al Multilocular renal cyst (Cystic Nephroma) with Mullerian like stroma. 
Urology 1994,43; 549-553. | | 2. Williamson B Jr, Benign neoplasm of the renal parenchyma. In Pollock HM, ed. Clinical 
Urography. Philadelphia, WB Saunder.1990,1193-1215. | 3. Edmunds W:Cystic adenoma of the kidney.Trans Pathol Soc Lond 
| 1892,43: 89-90. | 4. Eble Jn, Bonsib Sm: Extensively cystic renal neoplasms: cystic nephroma, cystic partially differentiated 
nephroblastoma, multilocular cystic renal cell carcinoma and cystic hamartoma of renal pelvis. Semin Diagn Pathol 1998, 15:2-
20. | 5. Chatten J, Bishop HC,: Bilateral multilocular cysts of the kidneys. J Pediatr Surg 1997, 12:749-750 | 6. Sharma S, Nagar 
R, Singh K et al. Cystic nephroma: an unusual renal lesion. J Urol 2000, 163:1860. | 7. Mukhopadhyay S, Valente AL, Luis A, de 
la Roza G: Cystic Nephroma: A histologic and Immunohistochemical study of 10 cases. Arch Path Lab Med 2004, 128: 1404-
1411. | 8. Glassberg KI. Renal dysplasia & cystic & diseases of the kidney. In : Walsh PC, Retik Wein AJ, eds. Campbell’s Urology 
.7TH ed. Philadelphia: WB Saunders Company; 1998: 1757-1813. | | 9. Bonsib SM,: Cystic nephroma. Mixed epithelial and 
stromal tumour. Pathand genetics of tumours of the urinary system and male genital organ: WHO classification of tumours. 
Edited by Eble JN, Sauter G, Epstien JL, Sesterhenn IA. IARC Press Lyon; 2004:76. | 10. Aoyagi T, Kakudo K, Satoh S, Shiramizu 
M, Tamaoki N: Multilocular cystic nephroma in an adult: Immunohistochemical study. J Urol 1987, 138:397-9. | | 11. Adsay 
NV, Eble JN, Srigley JR, Jones EC, Grignon DJ: Mixed epitheial and stromal tumours of the kidney. Am J Surg Pathol 2000, 
24:958-70 | 12. Gonzales-Crussi F, Kidd JM, Hernandez RJ. Cystic nephroma: morphologic spectrum & implications. Urology. 
1982; 20:99-93. | 13. Taxy JB, Marshall FF. . . . Multilocular renal cysts in adults: possible relationship to renal adenocarcinoma. 
Arch Pathol Lab Med. 1983; 107:633-637 | | The authors have a written consent from the patient for publication of this case 
report and the accompanying images. | 


