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A Rare and Unusual Renal Tumour: A Case Report

Azeem I', Mary Lilly S?, Kaushika®, Tanusha Ethamakula*

ABSTRACT

INTRODUCTION:

Multilocular cystic renal cell neoplasm of low malignant potential is a rare
histologically identified form of clear cell renal cell carcinoma included in
2016 Renal tumour classification of WHO. It is a low risk neoplasm with clear
cells that have less expansile proliferation than other clear cell variants of
renal cell carcinoma with no recurrence and metastasis with few exceptional
cases. The incidence of multilocular cystic renal cell carcinoma is estimated
to be 1-2 percent.®'? Although the WHO classification of multilocular cystic
renal cell carcinoma with low malignant potential was reported in 2004. The
WHO 2016 categorization of renal cell tumour has been assessed as a special
entity with no documented cases of metastasizing and recurrent tumour
development.*

We present a rare clinical case of multilocular cystic renal cell neoplasm with
low malignant potential, which should not be mistaken with other differential
diagnoses such as cystic necrosis in conventional renal cell carcinoma, tubulo
cystic renal cell carcinoma, multilocular cystic nephroma, clear cell variant of
renal cell carcinoma and other benign multilocular renal tumors.
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ultilocular cystic renal cell neoplasm of

low malignant potential was described
in classification of WHO 2016 as neoplasm
composed entirely of numerus cyst with
septa. The lining cells are single layer of clear
cells occasionally with stratification. There
is no infiltrative growth and this does not
metastasize or reoccur again. This neoplasm
accounts for 1-2% of renal neoplasm.®'? It is
usually unilateral. Radiological diagnosis of this
tumor can be done. VHL gene mutation and
Chromosome 3p deletion has been identified
with these tumors.®

Histopathologically multiple cysts of varying
size are seen separated by thin septa and
filled with clear, gelatinous or serous fluid.
Sometimes the cystic spaces also contain
hemorrhagic debris. There are cysts are lined
by alayer of clear cells with small nuclei and no
nucleoli*'*and here we present one such case.

CASE REPORT

A 36 year old male came with complaints
of abdominal pain for past 5 years. USG
abdomen done 4.4x3.6x4.6 cms cystic lesion
in left perinephric space was diagnosed andas?
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Cystic renal cell carcinoma. CT chest done
was normal. Intra operative findings 4.5 cm
exo and endophytic tumour in the left upper
pole of kidney. Partial nephrectomy done and
specimen sent for histopathological study.

We received a left partial nephrectomy
specimen measuring 5.5x7x3cms with a
separate multiple fatty tissue bits measuring
1x0.5x0.2cms. Cysts were visualised on the
surface. Cut surface showed multiple cysts
extending from the pole to 2 mm above the
resected end, size of neoplasm measuring
4.4x2.8cms. On cutting through extruded pale-
yellow fluid drained out with multiple cystic
spaces. The large cyst was measuring 1.5cms
and smallest one measured 0.3cms in diameter.

Histopathology, sections studied showed fully
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encapsulated cystic neoplasm composed of
numerous variably sized cystic spaces lined
by single layer of clear cells, stratification
seen in few places. Nuclei are small and does
not show pleomorphism. The cavities are
filled with eosinophilic material. Intervening
stroma composed of loose oedematous
fibrocollagenous tissue with thin walled
blood vessels and sparse inflammatory cells
No necrosis or hemorrhage noted. The renal
parenchyma surrounding the tumor showed
normal glomerulus, tubules and thick walled
blood vessels. No other lesion or neoplasia
identified in surgically resected margin.
Immunohistochemistry was done with CK 7
and CD10, which showed positivity for CK7
and was negative for CD10.

Fig. 1: Gross picture of multilocular renal neoplasm of low grade
potential.

Fig. 3: Multilocular cystic neoplasm of low grade potential
showing clear cells.

Fig. 5: Multilocular renal neoplasm of low grade potential
negative for CD10 in neoplasm seen.
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Fig. 2: Clear cell in multilocular cystic neoplasm of low grade
potential with tiny nucleus.

e o RQNSEER
Fig. 4: (K7 positivity seen in epitleial clear cells of multilocular

renal neoplasm of low grade potential.

DISCUSSION

Multilocular cystic renal cell neoplasm of
Low grade potential is a rare variant of renal
neoplasm and distinct subtype of clear cell
renal tumour with favourable outcome.’ Rarely
they do extend into perinephric fat and has
been reported. The diagnostic criteria have
been well described in WHO of classification




renal tumor 2016. There are three factors which
describe this tumour: These tumours present
as unilateral, solitary lesion, macroscopically
consisting of numerous fluid filled separated
cysts of variable size. Rarely the symptoms
typically associated with renal symptoms like
flank pain, hematuria may be present. In our
case, patient presented as abdominal pain.?

A series of 76 cases on multilocular cystic renal
neoplasm of low malignant potential reported
the mean age diagnosis as 46.7+ or -10.5 years.
In our case, the age of patient is 36 years. The
nuclear grade is low and unrelated to tumour
size and TNM stage, suggesting that the current
stage criteria may not be suitable for lesion.?

In another study of 19 cases which included
Immunohistochemistry and were compared
with cystic clear cell renal cell carcinoma and
cystic tubulepapillary renal cell carcinoma, In
Multilocular cystic nephroma and Multicystic
renal neoplasm, the pathological study in these
study shows 1.5 to 7 cms in maximum diameter.
The cyst contains cyst fluid rarely hemorrhagic
or turbid fluid. Solid areas are discernible
neural nodules were absent. In our study, we
could not identify any hemorrhage only clear
fluid and only solid areas. Histologically single
layer of cuboidal epithelial tumour cells lined
the cyst. The cells have clear cytoplasm, small
nucleus, no nucleoli, Furrham nuclear grade 1
or 2. In our study, the nucleus was small and
no nucleoli was observed. The tumor cells are
usually positive for pan Ck-100%, EMA and Ck
7 in more than 80% of cases. CA IX in more
than 80% of cases. CD10 is showing lower
positivity.® We observed CK 7 more than 90%
positive in the study sections and negative for
CD10.

CD10 positive 63% multilocular cystic
renal cell carcinoma and 96% of Renal cell
carcinoma, CK 7 seen in 92% of multilocular
cystic renal cell carcinoma and 38% of Renal
cell carcinoma. Co expression of CK 7 and
CA IX may represent Renal cell carcinoma.’
Molecular methodologies may be required
for further typing of renal cell neoplasm. No
patient developed recurrence or metastasis.
Monosomy 3 is seen in both Multilocular renal
neoplasm in 3/3 cases, papillary renal cell
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carcinoma was seen in 6/7 cases.

Eble et al. proposed the characteristic features
of 1. Fibrous wall with increase in size of
tumour mass, 2. Inside of tumour has numerous
cysts and septa but expandible solid nodules
absent, and 3. Septal mass has epithelial clear
cells.™ Further, it was introduced into WHO
histological classification of renal tumour in
2004. The first two descriptions were published
in the pathologic literature in 1928 and 1957,
respectively.!t1*

Eble et al. originally defined multilocular cystic
renal cell neoplasm of low grade potential
as a tumour composed of many cysts, the
septa of which contained tiny groups of clear
cell indistinguishable from grade I clear cell
carcinoma.*

Li. T et al., Murad et al. and Nassir et al.
postulated that Multilocular cystic renal
neoplasm of low grade potential was a benign
entity and has no recurrence or metastatic
potential. Therefore, the WHO classification
was redefined on 2016.>1%2 This stringent
application of pathological definition of Solid
Renal clear cell carcinoma undergoing necrosis
(Furham 3 or 4) has been differentiated from
multilocular cystic renal neoplasm of low
malignant potential which was (Furham 1 or
2).10

Histologically, Grade 2 clear cells seen in
solid Clear cell renal cell carcinoma (positive
for CD10 and vimentin) when compared to
multinodular cystic renal neoplasm of low
grade potential which has Grade 1 clear cells
positive for CK 7, PAX 8, Carbonic anhydrase
IX and EMA.*

Another entity called multilocular cystic
nephroma which was first described by
Edmund. V in his literature following study
of 200 cases in 1892 only 13 cases have been
reported as cystic adenoma of the kidney
with malignant potential.’® In 1951, T. Powel
later classified it into cystic nephroma and
cystic partly differentiated nephroma based
on the presence or lack of blastemal element,
respectively.”

Bosniak classification, an improved version
published in 2019 for renal cell tumours based
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on CT imaging features such as wall, septa, high
attenuation, calcifications, and wall/septum
enhancement, has classified Multilocular cystic
renal cell neoplasm of low grade potential
as Category IIF, where most renal masses are
benign, but later considered a Category III
lesion requiring histological confirmation.?

What was once known as “multilocular
cystic renal cell carcinoma” is now known as
“multilocular cystic renal neoplasm of low
malignant potential” The prognosis is good
for multilocular cystic neoplasm of low-grade
potential following resection as there is no
recurrence and no metastasis.*

CONCLUSION

We, here present a interestingly rare case of
Multilocular cystic renal cell neoplasm of low
grade malignant potential which was confirmed
histologically. The partial nephrectomy which
was done had good prognosis for this patient
and was followed up.

Conflict of Interest:

The authors declare that there are no conflicts of interests
Source of Funding:

This study has not received any external funding.

Ethical approval:

All data associated with this study are presented in the paper.

REFERENCES

Tretiakova M, Mehta v,
Kocherginsky M, Minor A,
Shen SS, Sirintrapun SJ, Yao
JL,  Alvarado-Cabrero |, Antic T,
Eggener SE, Picken MM, Paner GP.
Predominantly cystic clear cell renal
cell carcinoma and multilocular cystic
renal neoplasm of low malignant
potential form a low-grade spectrum.
Virchows Arch. 2018 Jul;473(1):85-
93. doi: 10.1007/500428-018-2371-8.
Epub 2018 May 17. PMID: 29770853.

Li T, Chen J, Jiang Y, Ning X, Peng
S, Wang J, He Q, Yang X, Gong
K. Multilocular Cystic Renal Cell
Neoplasm of Low Malignant Potential:
A Series of 76 Cases. Clin Genitourin
Cancer 2016;14:e553-e557.

Gonzdlez-Serrano, Adolfo, Cortez-
Betancourt, Roberto, Alias-Melgar,
Alejandro, Botello-Gémez, Pedro
Jair, Ramirez-Gardurio, Emilio,
Trujillo-Vdzquez, Eric Ivdn, Torres-
Santos, Yosimart, Mata-Martinez,
José Antonio, Carrerio- de la Rosa,
Fernando. Multilocular Cystic Renal
Cell Carcinoma or Cystic Nephroma?.
(2016) Case Reports in Urology.
doi:https:/a/doi.org/10.1155/2016/
5304324.

Moch H, Humphrey PA, Ulbright
TM, Reuter VE. WHO Classification
of Tumours of the Urinary System and
Male Genital Organ. Lyon, France:
International Agency for Research on
Cancer (IARC) Press, 2016.

5. Zhang W, LiY, LuQ, Zhuang J, Wang

Q Zhao H, Yu W, Kang E, Feng
Z. [Clinicopathologic features and
differential diagnosis of multilocular
cystic  renal  cell  carcinoma].
Zhonghua Bing Li Xue Za Zhi. 2014

10.

renal cell carcinoma is a subtype of
clear cell renal cell carcinoma. Mod
Pathol2010; 23:931-936.

Suzigan S et al. Multilocular cystic
renal cell carcinoma: a report of 45
cases of low malignant potential

gggggﬂg :723-7. Chinese.  PMID: renal tumors. Am J Clin Pathol 2006;
. 125: 217-222 [Crossref] [Medline]
Chowdhury AR, Chakraborty [Google Scholar].

D, Bhattacharya P, Dey RK.

Multilocul ti / I 11. Eble JN, Sauter G, Epstein JI,
ultffocular = cystic rena’  ce Sesterhnn  IA. World  Health
carcinoma a diagnostic dilemma: A i . .

; Organization classification of
case report in a 30-year-old woman. tumours: patholoay and genetics of
Urol Ann 2013;5:119-121. ‘P gy and g

tumours of the urinary system and
Williamson SR, Halat S, Eble JN, male genital organs. IARC Press, Lyon,
Grignon DJ, Lopez-Beltran A, France, 2004. [Google Scholar].
Montironi R, Tan PH, Wang. M, 12. Bloom TL, Gray Sears CL,
Zhang S, Maclennan GT, Baldridge -~ . .
) X Williams TR, Linfesty RL, Amling
LA, Cheng L. Multilocular cystic . .
. R CL. Multilocular cystic renal cell
renal cell carcinoma: similarities . . :
. P . carcinoma with osseous metaplasia
and differences in immunoprofile ;
. in a 25-year-old woman. Urology
compared with clear cell renal cell 2003:61:462
carcinoma. Am J SurgPathol. 2012 o
Oct;36(10):1425-33. doi: 10.1097/  13. Nassir A, Jollimore J, Gupta R, Bell
PAS.0b013e31825b37f0. PMID: D, Norman R. Multilocular cystic
22982885. renal cell carcinoma: a series of 12
Teich A G srat E cases Review of cases andliterature .
von leichman A, tomperat Urology 2002; 60: 421-427 [Crossref]
Behnke s, Storz M, Moch H, [Medline] [Google Scholar]
Schraml P. VHL mutations and g ’
dysregulation of pVHL- and PTEN-  14. Eble JN, Bonsib SM. Extensive cystic

controlled pathways in multilocular
cystic renal cell carcinoma. Mod
Pathol2011,24:571-578.

Halat S, Eble JN, Grignon DJ,
Lopez-Beltran A, Montironi R,
Tan PH, et al. Multilocular cystic

194 I COPYRIGHT © RED FLOWER PUBLICATIONS PVT. LTD.

kidney tumors: cystic nephroma,
partially differentiated cystic Wilms
tumor, multilocular cystic renal cell
carcinoma, and renal pelvic cystic
hamartoma. Semin  DiagnPathol
1998; 15: 2-20 [Medline] [Google



Azeem |, Mary Lilly S, Kaushika, et. al./A Rare and Unusual Renal Tumour: A Case Report

Scholar]. Scholar]. 17. Powell T, shackman R, Johnson HD.
. . Multilocular cysts of kidney. Br J Urol.
15. Murad T, Komaiko W, Oyasu R, 16. Edmunds W. Cystic adenoma of 1951,23:142-52. [PubMed] [Google
Bauer K. Multilocular cystic renal cell the kidney. Trans Pathol Soc Lond. Schollarj ’
carcinoma. Am J Clin Pathol 1991; 95: 1892,43:89-90. [Google Scholar] :

633-637 [Crossref] [Medline] [Google

A

INDIAN JOURNAL OF FORENSIC MEDICINE AND PATHOLOGY. VOLUME 15, NUMBER 3, JULY - SEPTEMBER 2022 I 195



