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ABSTRACT: detected asynmptomatic renal mass.

We describe case records of two children with
cystic partially differentiated nephroblastoma
(CPDN). Both children underwent unilateral
nephrectomy for renal mass. Their metastatic
work up was negative. The cases are
presented in view of its rarity. Pertinent
literature is reviewed.

| NTRODUCT! ON:

Gystic partially differentiated nephrobl ast ona
(GPDN) is arare prinary nalignant renal tunor
of young children. Incidental detection of
asynptonatic unilateral abdomnal nass is the
usual presentation. Radiol ogical studies are
usual Iy non-di agnostic. Macroscopically, the
tunor is well encapsulated wth nultiple cystic
spaces separated by the septa. The uni que
characteristics present in the septa, which are
variably cellular and contain differentiated and
undi fferenti ated mesenchyne, bl astenma and
nephr obl ast omat ous epithelial el enents.
M croscopi ¢ study is essential to distinguish
CPDN from cystic nephrona and ot her types of
mul ticystic kidney disease. CPDNis curabl e by
nephrect omy al one. Lesion can recur if
ruptured or inconpletely excised. In view of
rare possibility of recurrence, regular
noni t ori ng by non-invasi ve t echni que woul d be
advi sabl e'.

CASE= |

A five-nonth-old fenale child presented wth
history of left nephrectony for incidentally
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H st opat hol ogi ¢ finding reveal ed CPDN Her
past nedical, surgical and famly history was
non-contributory. Physical exan nation was
nornal . Laboratory study was unrenarkabl e.
Preoperative intravenous pyel ogramreveal ed
cystic lesion in the left kidney with
di spl acenent of cal yces. Pre-operative CI scan
of abdonen (Figure-1) showed 9 x 8.5 cm
| obul ated nass wth wel | defined septae | ocat ed
on upper-nidd e pol e of left kidney. Metastatic
work up was negative. Surgical findings reveal ed
tunor confined to left kidney with intact capsul e
and no netastatic foci (Sage-l).

Fi gure-1: Conputed Tonmography of the Abdonen
showi ng wel | -defined cystic |esion involving upper
pol e of left kidney

CASE I ]:

A two year old nale child presented with
history of left nephrectony for renal mass
detected during work up of pyrexia of
unknown origin. H stopathol ogi ¢ findings of
mass reveal ed CPDN. Hi s past medical,
surgical and famly history was non-
contributory. H's physical exanination was
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normal . Laboratory study was within nornal
limt. Preoperative intravenous pyel ogram
revealed a cystic lesionin the left kidney wth
di spl acenent of cal yces. Pre-operative CT
scans of the abdonmen showed 6 x 6.5 cm
| obul ated mass with well defined septae
| ocated on mddle pole of left kidney.
Met astatic work up was negative.
Peroperatively tunor was confined to |eft

kidney with intact capsule and no netastatic
fod.

PATHOLOGI C FI NDI NGS (Fi gure 2)

G oss exannation reveal ed wel | encapsul at ed
tunor. Qut surface of the tunor showed cystic
spaces with thin rimof conpressed renal
parenchyrma. Cysts were multil ocul ated, non-
communicating filled with clear pal e yellow
fluid. Gyst wall was thin. Rest of the renal
par enchyma was nor nal .

M croscopi ¢ exam nation of the tunor in both
cases revealed multiple cysts. Qyst wall was
lined by flattened, cuboidal epitheliumwth
hobnai | cells. The septae forned of fibrous
tissue, inflammatory cells and reactive
fibroblasts. The septa were variably cellul ar.
The septa were conposed of blastema, tubul ar
and mesenchyral conponent. Bl astenal cells
have smal | pl eonorphi c and hyper chromatic
nuclei with typical mtosis and interlacing
pattern. Focally stroma was nyxoi d. Renal
capsul e, surgical margin, renal vessels and
ureteric nargin were free of tunor.

errama fikraoe

Figure-11: Mcroscopic appearance of the tunor
showi ng fibrous stroma, fibrous tissue, cystic
spaces separated by septae (HPE 10 x)
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DI SCUSSI ON

CDN vas first established as clini co-pathol ogi c
entity by Brown in 1975. In the past.
Mul til ocul ar cystic renal tunor has been
consi dered to be | esion of devel opnental origi n.
More recently, Joshi and Benerj ee’ proposed a
nodi fi cation enphasi si ng neopl astic rather than
the devel opnental origin of the tunor. They
suggested that the termused to denote
predomnantly cystic |esion wthout nodul ar
solid region and in which septa contain
bl astenal or enbryoni c el enents.

This lesion is rare as there are very few cases
reported in the literature. Joshi & Benerj ee’
described three cases of CPDN and revi ened 10
cases reported in the literature. Gallo &
Penchansky3 found four such cases (2% anong
165 prinary renal tunors in children. Joshi &
Beckwi th' reported 18 cases of CPDN while
review of |esions with pronmnent cystic changes
that had been entered into the National WIms
Tunor Study. There are al so isol ated case
reports available inthe literature.

Review of Literature : Wsual age of presentation
is between 4 months to 24 nonths. Joshi &
Beckwi th' found only two patients ol der than 24
nont hs and 65% were di agnosed in the first
year of life. Very few cases of CPDN are al so
reported inthe adut™® . It is less frequert in boys
than girls. (Male to fermale ratio 1:1.6)
Asynmpt omati ¢ abdomi nal mass is usual
presentati on’. Presentation with PUO has not
been reported in literature.

Radi ol ogi ¢ study in CPDN is usually not
di agnostic. On excretory urography the ki dney
function nornmally with multilocul ar cystic
intrarenal tunor. It may reveal stretching,
di spl acerment, extension of the tunor to the
renal pelvis. Utrasound reveals miltiple
anechoi ¢ spaces separated by hyper echoic
septae. Renal origin of mass can be confirned
by identifying nornal renal parenchyna around
the periphery of well defined mass. CT scan
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denonstrates intrarenal nmass with well defined
margin, multicystic architecture, enhancing
sept ae8 and herniation into renal collecting
syst em.

H st opat hol ogi cal | y, the cysts are |ined by
flattened, cuboidal or hobnail epithelium The
septa of cysts show a mxture of partially
differentiated and undifferentiated bl astenal or
ot her enbryonic tumor. CPDN is prominently
cystic lesions |acking nodul ar soild regions, in
whi ch bl astemal or other enbryonic cells are
present in the septa of the cyst s"*. Joshi and
Beckwth et. al, described diagnostic criteria for
CPDN, which was refined by Eble and Bonsib
(Teble 1).

Table-1 D agnostic Oiteria for CPDN

Joshi and Beckwith (1989)""

1 Tunor conposed entirely of cysts and
their septa

2 D screte well denarcated nass.

3 Septa are sole solid conponent and
conformto outlines of cysts without
expansi | e nodul es.

4 Cysts are lined by flattened, cuboidal or
hobnai | epi t hel i um

5 Septa contain blastema = -enbroynal
strona or epitheliumel enents.

Ebl e and Bonsib (1998)"

1 Pediatric patient, exceptional above age 2
years.

2 Expansile mass surrounded by fibrous
pseudo capsule. Interior entirely
conposed of cysts and septa with no
expansi | e salid nodul es.

3 Septa may contain flattened, cuboidal or
hobnai | epi t hel i um

4 Septa nay contain epithelial structures
resenbling nature renal tubule.

5 Septa contain blastema = enbroynal
strona or epithelial elenents.
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Gommon di fferential diagnosis of CPDNis from
cystic nephroma, which is well differentiated
and | acks i mmat ure bl ast enal / enbryoni ¢ cel | s.
Qystic Wims tunmor has cysts presents as a
m nor feature acconpanying the triphasic
strona. Pol ycystic nephrobl ast oma nay have
extensi ve cysts but solid nodul es of tunors are
present. Qther renal neopl asmnay contain
cysts, usually as a mnor conponent; these
i ncl ude renal cell carcinoma, nesoblastic
nephrona and cl ear cell sar coma’ -

CPDN i s curable by nephrectomny al one.

However, inconpl etely excised or ruptured
tunor can recur. Joshi and Benerjee revi ened
13 cases; in seven cases sinpl e nephrectony
and in remai ni ng cases nephrectony with
radi ati on and/ or chenot herapy was done. The
di sease free interval range fromb5-72 nont hs
w thout reports of recurrence or netastasis.

ackely - et. al 11, reported that outcome of

patients with CPDN is favorabl e with 100%
survival rate and no recurrences for stage 1
tunor treated wth conpl ete surgical resection.

Patients treated wth partial nephrectony have
been reported wth successful out cone .

CPDN appear to take benign natural course, the
| esion may occasionally foll ow aggressive
course; in view of renote possibility of
recurrence regul ar nonitoring by non-invasive
techni que woul d be advi sabl ettt

CONCLUSI ON

CPDNis rare but curabl e nalignant cystic rena
neopl asmof young children; it represents the
‘*“hyperfavourabl e’ end of WIms spectrum
Sinpl e nephrectony with regul ar foll ow up
visits may be the managenent of choice
especia ly in stage | tunor.
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