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Fig. 6. Electron micrograph
of primary tumor in rhab-
domyomatous area. The cyto-
plasm revealed bundles of
myofibrils with Z-lines and
glycogen granules. Nuclei
were ovoid and centrally lo-
cated with heterochromatin
(= 3,000).

Fig. 7. Residual tumor:

In comparison with original
skeletal muscle components,
the striated muscle cells were
much more differentiated
with enlarged cell size. Nu-
cleus showed finely dispersed
euchromatin and a prominent
nucleolus. The cytoplasm
contained irregularly arrang-
ed, well differentiated bun-
dles of myofibrils with Z-
linest = 3,500), msei. A round
e electron densze cytoplasmic
ﬁ body was present (=5,000)

o AR EEL Wilms $ok8 #f$ =5 $8ez Sl 47 Wilms $oF 2402 Hefabr 445
19761 Wigger'7t M5 7l=d old 47 2i5 574 =, 43 4(sarcomatous), tHEA Aba]4
o] qlepaim Wilms Eokell4e] FHeze %8 (monomorphous epithelial), @4 ¥#3 34
7} == 2z abela] glel Ugarte®™e shads|stel  (cystic & partially differentiated), #E234
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Table 2. Comparison with conventional Wilms' tumor

Fetal rhabdomyomatous
nephroblastoma

Wilms' tumor Present case

20/12
M>F

Mean age (vrs)

Sex

Presenting signs
except for mass

Bilaterality (%) 33

Size (cm) 7~35

absent or uncommon

3 g/12
M<F F
Vomiting, abdominal pain
hematuria & vaEID absent
4.4 Bilateral
12 Lt: 135
Rt: 25

(rhabdomyomatous), A% 3 sl(classic) #2828 7]
=t A 6dl7F A2 FAe|gled, o] F 26l F
aka] 30% of4be|, 4« 50%ce])4be] HE-3s o}y
ATEEY d¥ezr FA=¢ddn g o] Fokg)
AEZEE Zg 544 g 3 Fe] ve|nE 47
sl =28 4 gz, Wilms Foks] o2 Ay, wfoly
WO A ¥EHes EAse] grlE g
A eepy ATIFR 2L il T Fodd
ol &7 Fobn el gleb Y agu ol o] B4
g e Foks At Az TlEe] A==
W2 ok k2] Wiggers o] F82 g4 3§
ol F8 Atelstm stdm, 1 oke] 60~99%3le
o, o] THHEE FE Holo|gx, =EAH wioldH
olgleh, 2F dele] AlFokels B WAl i
Aol He gfFdeo] Foke] 30%e]Adu] By g
< #4(massive rhabdomyvogenesis), 10~30%
el 745 F%5(moderate rhabdomvogenesis)eh
2 En 2 e)dEdE #H4 #ITE 84 (minimal
rhabdomyogenesis) 22 A =p3tz® o] F FH4 3
T84l Wiggerst 71€% wlold HESF4 4
ZAEES Fade] g oot F55 &EE F
& 7lHeddlAd w2g fobg] Wilms Fll 4= <F 30
%ol ate] Elold FTAFoz T4 o F IFETA4
AR EFe o2 Badgco™ =FHEHoz E o
e HE4el4 &F3o] Foke] 20%AE, F54
o e %Y EE aa|shed 2 2ulef i o] FHq
I B e T

ez glatd Ao 3 F2or A Balygl ka4
& anti-skeletal muscle myosin® # g3,
Hro&3d s vbiala) gedan shgep ) &
G4 d R FH Yo T 2] vpey g
o F g glen Aelde L EF5oAE FYE
Yo zge] HUPTF v|eFan, FEn des A
o] glors A3 EFde vER| Q|2 SF 3 v
g e 2 et e Qo wanr) gloE e e
8|7} sl gfo} £ Fale} wjmEr)E oAk
=48 WilmsFd o el dioF4 AzHzFE

o % Ba5 of§ EFdle) vlamgtae] Table 20 2
ok E| o gl o},

ofd METFY AnAZHE e o F
A2l Wilms Fokabs ] sl oty ga
(14:1), "5 odgde] %42 Wilms Foke] 340 v
ol ejzls 19.5-0¥e]ict Foke] okFHalel AL}
EA4 WilmsZeF 58%uc} akck{ef 30%) 94z
o2 5, 8%, ddo] Wilms Fobe] 52%.i4
volu} efobd H-EFAH ARAEFoNHE Ao E
Feb, Foke| aAdbe|u) #He|rl wlmH =F 3 Foke
2zle vz 3ceH7~35cm). o] Fokd E4be] A
Fuco ol Frl Fool FL k24 bE2 e &) F
2 g2 glcl? aefuf afibe of A SR A4
Fokg s AAE E9 Sl WA =
Ugarte53'"2] 6«5 1o7} silef] zelxe] Abu}alsd
ool 27 ol f HH4E 2|3 y4e FFEE
T3 wAEA 2 sll7) glo] o] B o o] RelHe}
of| Fof| e Fe] gHadalA oF 4+ 9z

2 Fellelde stetadlol 2)dte] wjo} o Alulay
= 25 glelAdn a4 ial Jdol 2ol okdg
A4 7ldel| #Fuch of Hi3x FFT A2 Ee
Ao gle] dAS Fodos o + HF HEY
o}, HES HE2Ee Hzrade FRET Y] Fa
ah7) deln] w2 ofzl wicl¥z z$a glgw, HAap
He|7d Paleole 440 wigle] @ afglgic

Wilms &§ TeHeo| etaes Aa#F: 2
ME Fiolaie] x40 WHE oW B 2o
A2 wfjopAl e o glejxn, HEy Huyz
Ak el Faldled Nt F4d Wag wele 4w
A 2353 vl 5 dln] Ha5 o)W Ee BT,
dE 2|z A ge] FEEn & Fels) v
AR EFds gHE glife gl F45 Zeks
Heo|7| % gickaw du =g Flee gicl dE2 wx
MEEFok AP AAY 99 (nodular fasciitis) =t
FAarEtrl 2 dhe 1o galeld] Siel] Auigl AS
b4 Ay 25 Pde] olEle dPde] A2
oka3 ¥ gcly g
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Fetal Rhabdomyomatous Nephroblastoma
— A case report—

Nam Hoon Kim, M.D. Chan Pil Park,M.['. Eun Kyung Hong, M.D.
Poong Man Jung*, M.D. and Moon Hyang Park, M D,

Department of Pathology & Pediairic Surgery®, HmY ang University Medical School

A fetal rhabdomyomatous nephroblastoma is considered to be a predominantly monophasic mesen-
chymal variant of Wilms' tumor, which acts less aggressively than a conventional Wilms tumor de-
spite its much larger size. Bilaterality of this tumor in a2 nine month-old girl, however, may negatively
affect the overall prognosis. A radical nephrectomy for bulky masses in the left kidney and a partial
nephrectomy for right kidney with five small tumor masses was performed at the same time. Two
small tumor masses in the upper part of right kidney were left behind because of preserving minimal
rénal functional capacity. Pathological study revealed a mixed type of nephroblastoma which was
composed predominantly of mesenchymal components with fetal rhabdomyomatous differentiation.
After post-operative chemotherapy with vincristine, actinomycin D and adriamycin, and
radiotherapyl(2, 130 rad), residual tumor masses became a single tumor 5 cm in diameter and well de-
marcated, which was resected at 15 months after first operation when the size and renal function of
remained right kidney was appropriate to resect out the residual tumor. The tumor resected out at
second operation was entirely compozed of scattered differentiated fetal skeletal muscle cells in the
fibrovascular tissue. Only a few entrapped epithelial components were seen but no blastemal com-
ponents were present. Follow up abdominal CT and ultrasonographic examinations revealed no evi-

dence of tumor recurrence. The girl has developed normally without disease. (Korea J Pathol 1995:
29: 96 ~102)

Key Words: Wilms tumor, Fetal rhabdomyomatous differentiation, Bilaterality, Chemotherapy, Ra-
diation therapy
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e, F542 588 2 FHb abl=e] gle]
Haghe] A7 e FASRI AN 4 Alve) A% o
B5 A= Al el 2714 Fg FAFR &
F AlAAEE Al HAEE ey dotaiy
st A 8 F Bha Al4 A el vAEql A4E
ekl ol Fabele] B3 442 ARG e =
iy 470 o dAYHe)AH £4F 7Eda, o] =
T FHal by FEIFTY Wilms Fabel g 2
EF HEE 7|Edaal g,

8 @ 2 I

a5 odelz 4YHe] folE 2 B4 F
#7h Ex=le] JlElaic, U9E Hefzial4 Hb
10.3 g/dl, Hct 34.8%, WBC 12100/ul, platelet
301, 000/pleldemd, FEa22+ neuron spe-
cific enolase?t 485 ng/mlgl= 2 ool o] 4
el glaidl, o|ga Aoz & £¥) 12%9cm
2718 F7F sbHEd. S5 Egale) #ad glE
a4 #HFAFAN= 4908 F27 glgied Ex8x
75, 5X4x35cm 2798 248 & Fa+ 483,
27 3.5% 25cm =272 209 =} Fajls SN
o} #H5-Sed qlalan FE4ldelE 5 e F37)
felslgleny & 2242 492 we] abs]o]
Wilms Fokol4d3led AF LA +240L 2t
el Mz sE T 4 Uv ART AdAS Ay
Alv] o A5 wE s dlhdboll4 372 F2)9) g
SHES A AE Fen 2 RSy E2HE 9

S,

Primary tumeor in left kidney showed four
whitish, fish-flesh, soft and trabeculated
masses. The renal parenchyme in the lower
pole was compressed by tumor,

Fig. 2. Primary tumor
. showed a mixed type of
. nephroblastoma being com-
3 posed predominantly of mes-
» enchymal components with
, fetal rhabdomyomatous dif-
ferentiation{inset),
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=ik %% vincristine, actinomycin D 2fi
adriamycine 2 #uxad Afgon 2130 rad
o) whaly g E rlatgdc FHzAE AL +E
F 1d 3AEso] A S5 abs ghaahed el
&2 27 9 475 vasgn AT FHe
A4 Scm 2718 F43 Ad7 £ 48 FH=
He] $3 dAegd Bk Fig 3). o3 5%
97 W B4 2 pajel Aabsh shEAd A F3 A
ibglo] ol A4 whRFoloh

Heles an

e Edd de FEH sAAdAMzE HFH4,
Mgyl AT fugFe] UL,

e 125x8x8cm 27el= 500 go| %},
slgwle Fdez S84 ¥ 4z 45 2/3F
o4 Bgm, 4lmate] fahsle] glelch, Fcoksisd 2
Ao s Eeoed Far ARSeld F4 A4
AL rar YAy, 37+ §5xExT5cmTt 5
*4%35cmel gt = AFNe #5Se] A 35
x2x15, agx 25x1.5x1cm 2719 FH7 3
fck AF o AP Fe =Ho Fig FAwd
shabsl =] gebcHFig 1)

& HE Ay AL 25x25x2cm AVE A
ched A} &) u| &4t 3408 e swfAe] AHY F
= 7} ZabE gickh

Petsio] ) ok ale]l Faopd EAlq] ofiglE
wo} = Amldizt e me FFeld deld SE
+ HMESe] 23 Ae FAeR Adse slzid #H
2 P M2 FAHE el #HolF FEolH

Fofo] of PR EE ez, 2L Fo HE F
Aot PaEe] ok 35% A EF Aalds =HFig 2).
Male 2ol Faktivle|] 22 A RFEH R Hole
T

23} e BE:Ald AR Fae o sl A
4wl wfopal A3 Aol gle] whA d=sdH 454
Az g Se] vel 13 F5e4 & FEL
AESRc) Fof $8sef H2He] FEFHT Ho] of

Fig. 3. Residual tumor showed relatively well cir-
cumscribed round mass with grayish white
trabeculated cut surface.

. Fig. 4. Residual tumor con-
sisted entirely of scattered
differentiated fetal skeletal
muscle cells with plump cy-
toplasm and cross striation in
the fibrovascular tissue, No
blastemal or epithelial com-
ponents were present.
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Table 1. Summary of immunostaining results

Histologic Epi/ 5 Skeletal
. tromal .
components  hlast muscle
operation T
antibody Ist 1st/2nd Ist/Z2nd
myvoglobin - /= - - - ++
desmin -/ = - - - ++
actin —/= + - - +
vimentin -/ = -+ - +

* epi/blast: epithelial/blastemal component
** 1st/2nd: primary/remnant tumor

A Fotel #HAEHs AFT AlZFule] s
(Fig. 4).

wod w2 glatad 4l o 2 myoglobin, desmin, smoo-
th muscle actinifSMA), 2|3t vimenting& 4
daiged, vle} = AFYdRees 25 433
wokew Flgdie 13 sEEdeds SMAcT 9
SdEn 23 $EFEL vimentindlul W-E-# ol
= 12} 5 Bie] Tade)e urbA] 25 ukE-
ghx] gfeton] 23 % #¥ddl4+= myoglobint
desminel| k4 el¢l(Fig. 5), SM A% vimentin
of| & ekekdl wb2-g v aichTable 1),

Halde|HH)es YFIHze) He| T 3}
H 4dE 3 P33e + gl F, 13 ool 2
ol wlold HFTHEEL A EA wigd® 54
+ agjz gFe ZYHREe Belm, F Z4e] B

.« Fig. 5. Immunoperoxidase
a8 staining of the residual tu-
mor. Striated muscle cells
were positive for myoglobin
1 (right) and desmin (left).

A=slvln, el g ghaEle] gges, HE 4
Wz FAR an efflFHe|o] Fotell HA S, o H
oddze] alaslo] glcHFig 6).

ghola] o) wladagf e ol T 5o
g 2HAFEHN Z4de] A absigla, ow
dEEE A2 mgoezg wjdy SofF zen g
A 4F53 FAHas vl T FHA=gch =
2+ 323 lge g ot bz fAsgn, A4
g AMgdale] Alalsle] glein, E Ry d4
Azt wede) AFAAe £y FH a7 e ala)se]
i, A AE B4EYet T2 252 AR
Ux & ¥el: 4 EAH(cytoplasmic body)® T3
seich ol@l HESE A 23 FHE Ajabe] 2 4
2Elo] gleln, w2 F3A 7icst HAdHEE §
#l se] glaich FHL BFA zldde] oiks] oy
S neln HFesdzel ojohd 2o} Ala] 5o
daa, 2 gds mydaEs vgcHFig 7),

il &
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o] epdFakoz AL 2ae] Yyt F4 3t
A7lgdn e gt o] Foks] oy AREFA
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Z2 «§3 Fxsh sy Aoz gy U
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