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» CQ8
» CQ9
» CQ10
> CcQitt
» CQ12
» CQ13
» CQil4

2E

NEBIEE

—AHAIWY)IXRFa L —8

ANV NS O W6 T S O YULE T LB L SR E A
BRAER 2 VR TR

WRIPER N (stage V) RSB~ A=Y X U b - SRR
Stage 1 O # RUFHLERI O B30I 23T S h B LAk
Stage Il @ F#% RAFHIERE 0 B 3 ICHERE S M oL HRE R
Stage M, VO FAFRIEREL B30 0E 12 HESE X M 2 (LMt
5 HEL A L AL R L2 3 38 S 2 RSP

B9 7 KA FESICHESR S h a2 {baemdid
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=402

ANEEESED D B, BHFEIROBEOSWELE TH 5, BEHFHEITKEIZB VTN
MHATIZAFHICE L, FRITHK 500 BISZH STV D, DASETIZAER 40~60 51
LESRBIA 2, BRI TOUARWBIESHZ L LT, ZOREKICIZHKRTRER
D Do

SRk gE I, KEY 4 VA REEEA Y T4 (NWTS) 2V — 7 & BRI o E B
INBASAF S (SIOP) HBMREMNTH D, DHETIX, HEAY 4 VA AJEEHR S 74
(JWITS) SNWTSIEHL VAV Z2IZLD, bPEOEFICH- k70 ba—n
ERELTVD, WFhOZV—=FI2BWTh, 77F /<34~ (ACD), €¥ )
ZF v (VCR) D2#IHHVIEZFFVYLVE Y Y (DXR) ZBML 72 3HIGEHILFEERE
Wz, WIS & o THREHRRIRE Z BN % & v ) BEBREZIRB L TWw b,

IETF UV ARRDDL L, FEBRDEL IR L OMEDSE L, bIED S OWE D
B\ RFHA T4, 2011 EFDOFMBUSHRE, FHizm T v AT E, AR
AT LI EMERO72OI/NEEEE DD b, BIFE, EUMRNE &7 N
FEE 2D W TR L 72
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N7 ZANIIAFIY

INEBRBE OGBS ORE [CHBEFDEEREE

CI=—
=38
AN ORI L A UL, R SR B T h B BATEETIE, W
BB L RS H W ON S, ST TEINSOENEMRHRT 5,
HEAE

RIERBORETIE, RKEDAIWALAREBEAYT « (NWTS) SHEEMMOER/NEDNAZES

(SIOP) H¥ENERATH D, TEFABOMEBIEE UTUFAMREMESE (diffuse ana-

plasia in nephroblastoma), BBA##l i A& (clear cell sarcoma of the kidney :

CCSK), &> 7J R+ REEE (rhabdoid tumor of the kidney : RTK) Hi&% 5.
W#ERIU—R EEE - TEFVAUND) 1A

TR BLARR A EIZIE, REO NWTS & BN SIOP a0 s vt b, NWTS 45
(1) &, ALHEER ORI TH 5o TH BRI & P HA RALRERNC
SREEN5,

—77, SIOP 3# (5% 2) TIIMTHITGEHRAE & i FETG AR (20010 s BEALRR 238117 - C
W5V, SIOP T 32D FH 7V —TIZHHL TV,

HAETIE, 2008 4, H A2/ NS AR B H 223, SIOP 5 BICHE U7
FLWaHE (553) 25K L7, 2L b L, #ERD5HHIEZ RTK & CCSK 3B 3 IE
OAREIE LTHEEIN TV, 5 TIE NWTS % SIOP 4041 & RIS I
BEohnwZ Lz,

F 15 RIFHARE (favorable histology : FH) (&, #MRFMICIEEOBICE > T
R & B2 R BN IEAMAE (blastemal cell), FIZAIAEL (stromal cell), _EzREH
g, (epithelial cell) @ 3EHEN KD, BFOIAEDKEEIZHED. L -kkEE 2T 2,

B (anaplasia) & 1F, 2% % £ M A% 55 244% (multipolar polyploid mitotic

£ 1 NWTS 9%
1. FHEIF# (favorable histology)
0. FHARM (unfavorable histology)
OF AMBIEHE (diffuse anaplasia in nephroblastoma)
EHIHIBLANE (clear cell sarcoma of the kidney)
%57 A FIEE (rhabdoid tumor of the kidney)




CQlest

K2 SIOP%%E (Revised SIOP Working Classification of Nephroblastoma)

A. For pretreated cases

I. Low risk tumors
Cystic partially differentiated nephroblastoma
Completely necrotic nephroblastoma

II. Intermediate risk tumors
Nephroblastoma — epithelial type
Nephroblastoma — stromal type
Nephroblastoma — mixed type
Nephroblastoma — regressive type
Nephroblastoma — focal anaplasia

II. High risk tumors
Nephroblastoma — blastemal type
Nephroblastoma — diffuse anaplasia

B. For Primary nephrectomy cases
I. Low risk tumors
Cystic partially differentiated nephroblastoma
II. Intermediate risk tumors
Non-anaplastic nephroblastoma and its vari-
ants
Nephroblastoma — focal anaplasia
. High risk tumors
Nephroblastoma — diffuse anaplasia

x 3 N\EBESOHEBFNOE (BAREZS/\ EESEEIERER

I. B3N
A) B ORI
1. RAR
2. bk
3. mEEm
4. HEIFRAELR
B) BFEEIEIEERA B & ORI B 2
1. SBIERE LS B3
a. BRBHELEHK
b. 0% ARLEIZKK
2. EEHARESR & B
a. BT TR
b. FEPIRERHIE TR
3. BEMVEIR A 0 LR RFSENE B X OB R R
&
4. T 3 N
5. BV
C) B L T
D) BIREF F 3R &) B3 E
1. 11pl3 HOREEZMED D -WTI 5T
2EDT
2. 1lpl5 MO RFE 2D b D
3. KIRMEEHFME

. %ok 55
1. TR
2. 1A RS
M. SR Mk i 3 3 il
1. drusl
2. EHfe R
3. REH
V. EFEAMIR A
S 7R A NS
VI
1. M R e
2. FLUEIRE MK
3. Xpll2#zHs/ TEF3 #in TRl & B L 7z

=

T
4. Z Mo B
VI. Zofl
1. %S R s i
2. {BEANE
3. AL BBV I
4. =4 Y 7RET 7 3) —JEE
5. #wIEAE
6. BV YoNE
7. F0fh

figures) Z i, BORKENFHHOMLO 3L LR 2G5 2w\, R LT

FAMRZT S NB2Y, BEEES 2RO BEHENEIL, HBBD CCSKRRTK & &3
WP HBAS BB (unfavorable histology : UH) 2 &h 5,
CCSK (&, B/MEDOARIE 2 I~ NIE O % A3 5 M E 04 2 W ESHHI T,

WA 72 A% o & ) & L7BBUIRIZIR A3 5 THIAE O H I X % B ke CIREEHL A B D
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INBIZXY SN D HERGE RS LA TH B2Y,

RTK 13, 5<% 9 O (owl-eye) LEEINIERGH—DOB/MEEZHT 2901
TR & BRR O IF M S AR DAL T 2 KB ORI TH 57, 22 F et
ROREDEHECED b, 22q11.2 \AF1ES 5 SMARCBI (hSNF5/INII) 15
WCEED D WIIRINBASLND, SMARCBI @i T O%EYt (INI1/BAF47/SNF5)
DRTK OZWICHEHTH 52,

SERVERBEFEME (congenital mesoblastic nephroma : CMN) 13555 #5155 4l Big, s
TFEEWICRBEEICHE L, SRERIK, RS2 E2 BT 5 2 & 4 CMELICHTET 5
classic type, #5MJER TH M E GESMILASEAREY] 2R &30 F AMICHLE
9 5% cellular type, MFEASAHANIRIET 5 mixed type 1253 E N5, Cellular type
@ CMN T {3 infantile fibrosarcoma & [i] £ 1 4% fo A #i5 FE £(12;15) (p13;,925) 2 & D
ETV6-NTRK3 W& BRI S 52,

BERR - 8B(CLITrER
WE 7 4 — IV F : PubMed
MR 19754 1 H 1 H~20144E7 A 1 H
%72, Wilms Tumor and Other Childhood Kidney Tumors Treatment (NCI PDQ®), UpToDate®
EBEIZ LT,

RADRIIEBDESFHEREZXRUCHD, FMMREFiM (BExERIED)
ZAEDRHELELTND 2 DDDEHROLZMEATNTN D, (EFFARICIE NWTS 7R
HASHE, (EFEERICIE SIOP mEISENMERTN TS,

BRI —F (HERE - TEFVZAUAX) @ 1B

IR NE S ORI AR D WCB Y, #istE, WEEE, EE~—h—
BEFEEINTORWY, HHS EPANSES LV ERLTBYZ0THL IR
BeZ%s, BUE, HRTHEH ST A58k, NWTS w54, SIOP w58 TH
b0 WINORMGED FHREMBELTED, #ULBEHFHERIIIRPELEVDOL
o TWAY,

NWTSHHHI 5 (G5 4) OFEBUE, AL HEN O T o PHRAT R B X O A
ORISR EZ D LIS INL 2 TH DY, NWTS 25| X fkvTwv b kE
INEABAZ V=T (COG) TlE, WERDHWFEE —HKETL T2V, ERUET M
&, BEEF O (spillage) &EAEMOPY FITHE—Mz R -EleThrb, T4b
H, NWTS-5 Tid spillage # lEFICEFT5 b DO THNIE, stage D& LTW7zas,
spillage 133 X Tstage M & L7z FEMBERFBIA I (local spillage) TH
NiEstage T & LTW/zAY, Zhd stage MIZHK— L7,



CQl1es3

F4 NWTS mEA%E

stage I

JEBHIEICRIBLTHE Y, BEMRIN TV S, BHBUIEAICRN, Wb L < 3o
B ZE 2 o BRI O MAFEE 2 8D 2o LIRRIIG 2 B 2 73RS 3 A S e v

stage 1I

JESH B AR 2 TR L TV 50S, ZEICHBEINTWwb, YIRKIG %82 725 E &
ALNLB Ve LTFOWTNHIDYEDHTIEE 5,
1. EGORERE, §4bb B REORIMIKTED OB MR~ ER L TWE2, W5
R AN ONEFRE A 5 o
2. EEAE TN TV LEEAOME F 721 3B/ 0 M\ ESHZE £ 72 iRl D 5 (7
TAOMERIE, NWTS-4 £ Tid stage I &7%oTW7za5, NWTS-5 225 stage 11245
HEhTwa),

stage Il

BRSO HP TR L T b, UTOHEAP—2UEHTIEE 5,

1. BMEOY o5, KEIRBAY 8 E23Z2n L )@@ ) v B4 SN

5o N7 & ONHEERIN D ) ¥ REIEERE AR SN B BA 2 stage IV & 73T 5,

2. AT 73 @S o (spillage) 25 2WER, RSB 2 H- TEREL TV
LA ET, BHENICIESERSRD bNb,
JEIEIRAEDS D 5 o
IR 3 2 W IS AAAR A LIRSS AU BRI o & B 2 CHER L T 5o
JAPREZEREENOREAD Y, EHEMATE v,
NEr A tIk (BHM) BncER M (SHEM, WEIEMDEDL) 217- 286,
Bl % —HICYIBR L e o 72 (B0 2 S HESS & I3 BNCYIRR L 7RI P BEE 2s S8 R s sz
Wrty, TREIRAIER A 2 B & BN L2 ma 2 Y.
8. MEEEAEAEE T T REFIR F 7213 0HEICHER L T 25121, BT 508

stage 25T %,

NSO w

stage IV

stage MOFIXZWZ T, i, M B Wk E~NOMITERZRO L. £3EH - 58D
Y UOSEERAAET 5 (RIBENICEESEE T 2583 T heme LTihkbd, £hlst
OHRF TS %),

stage V

MBS S 2 3850 % o
EAZNZTNOIEEHIOWT, EilHEEICEOS TR ZRET 5.

BRI - BECULIETXRER

—75, SIOP 738 (55 5) IMMLAMER ORI TH 2 2 &A%, NWTS 58 & DIk
RELHLETH %o (LARERICTMZHEITT 2%, fHBIRO T - B MR I L%
FEALRE AL AHENT & 0 2L L 2RI A S Th, PRARK T L3254,
EVIH SR LSTWEY . LA L, WEREGRY ¥ /8 ElIZ WA ELH A S i
i, EERAOWREESH ) L LT, Wz EFAZE (TyTFAT7—-Y) LLTw
%o ALFHREIC X D BIFEICHi - 720) Y SE IS A LN B AL, £ ThWIE L) Pk
AREDOWREMEA T BT L T 5 Y,

Mz 7 4 =)V K : PubMed

WM - 1975 F 1 H1 H~20144E7H1H

R

“Wilms tumor” AND “staging system” 50 f

% 72, Wilms Tumor and Other Childhood Kidney Tumors Treatment (NCI PDQ®) #Z&#I1ZL 72,
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&5

x5 SIOP &N E

stage I

(a) JEFHIEWNICHFE L Twah, BENOLETHIEE 2 BIIR % 08 5 SR P I AR e bk
b T2, BRI E 72 3B RS2 A > THBBAMITER L v, F
MTIERICHRB S NZEEICWBREN TV S, YIRKRIZEEEETH 5,

(b) MEEZ X Ze . (P bulging) LT, JREEICHBA D dipping 2 & 4B 5 (L LEE
BEHEIZ RV,

(o) FWoMmEXEEAENTVRV,

(d) BHOIMEIZEZZEFNTVDEIEDRH b
TSRS | MR T 72 TR M (Tru-Cut) KX BEMZLTL 7y FAF—Y L%
Vo BEIBAZ R o 7 BESSALRR e LR S X B MR L 2 B - B MIRARE (2R
FHALR) ICRDTHENE T v TATF— VORI EIZ L%\

stage 1I

() JEEATEAMCER LTV 50, B (RSB S ) 2 S B R BRIR IR (< 1
LCTw5, L2 UESIZEEICUBRINTY S, WEHmIEEGEETH 5,

(b) MEHIIFHHICRE LT 5%, BEEANOME, Uy BFIERE D 5. L LIESIE
EEYREEN TS,

(c) MEHETFBAEFICIRE LT 2%, FRERICERL TV, L LIEE SIS
NTwab,

stage Il

(a) EEEDSBAMCHERE L TB ) el WBRINTWiR v, WIRAY F 7213 BEMSRAY 12 L0 B W7 i iE
BHEMETH 5,

(b) EIBOWTNHD) Y IXEIEHRYED 5,

(c) il & 72 1A BB R 2 2 3R L 72,

(d) HEBHIERIRE LT 5,

(e) MEEONEIIEIEN D 5 .

() WEBIMARAS, I R0 R B BR Wi 2 AR I IR IS A S B o F 72 1T NE AR % B2 R 19 |2 4%
L 72%A.

(g) MIMALS PR F 72 TR IES AR (TS TRURAER) % L7256
WBCAZ I o 72 BB RE R L2 R S & AR L & ) & 23 E & 7213V BRIT G (2GR 7
1d stage M& 9 5%,

stage IV

i, B, B, Wiz SCIATERERR D D B E R - FRLUINI Y YRR SN b

as
o

stage V

MZEEMPEELESRO LML b Do AAETNETNOERIZOWT, LRt @Ik T
W& RET Do

BEIREZHAIE, NRHRADY TO—F PiiltZREOVEMRTLED, RIEFEBZMEEE TO
EEAHOREICFHIASINTVS,
BRI L— K (ERE - TESVAURI) 1 1A

—RERARIRE ClE, HBENEERY—H—EE0.
BRI L—F (ERE - TESVAUANI) 11D



BER - 8EICLITRER

Sk

AN IESE T, ZOMOEEIES; & OB EERAIIAH TH S WIRZ O
E—OHWIBEIEOESEOBMZHET S L TH D, MIRBWNIL, KEHRES Wik
EETO, NEHRED T 7a—F R L L O LB % EO BT E O U IR
ENTW Do BN OIES; R M NIES AR, Wi of i, EOER LGRS
Nb, WBRIE T TG MR Z T3 5. KE, SHMEIRE % & oI
JERZBAA L CTBL L DEETH LA, F7IBTERMRETEME, TAERNDME
GHEREOFEEZHRT LI EVEETH L, BHEE CT Tk, BEERECHETE
TR o 2GR E SR (nephrogenic rests) R EDMMICET & SN b, itk Tt
WREOREICEHTH 589,

R X R TR BN VIR S CT Tiked b5 Bié o 2l o £54
WCOWTIEHE TR V. LA L, Ml aiam o2 B3 CldMiszB 33 2 91
L2 LD OB EA TR B2 5 2 510,

— R R M T UL, R 2 EE ~ — & — 137\ Denys-Drash fE5 8 ClI &R
WHEBEDSLETH Do RTK F 71350 R UM ZEF B E TG 7 v oo A EEA A b
52 ENHDHY, %KM von Willebrand FE2S8% A HN L 720, EFHRHA D
PLETH B,

Wik 7 4 — )V F : PubMed

MM 197541 A1 H~20144E7H 1 H

M

“Wilms tumor” AND “diagnosis” AND “test” 220 1

%72, Wilms Tumor and Other Childhood Kidney Tumors Treatment (NCI PDQ®), UpToDate®
EBEIC LT

1) Vujani¢ GM, Sandstedt B, Harms D, et al. Revised International Society of Paediatric Oncology
(SIOP) working classification of renal tumors of childhood. Med Pediatr Oncol 2002 ; 38 : 79-82.

2) HAMMZES/NUEEME S EER RS - DNUEREAGR 7 b5 A% 4% NAEEE. SEII
2008.

3) Zuppan CW, Beckwith JB, Luckey DW. Anaplasia in unilateral Wilms' tumor : a report from the
National Wilms" Tumor Study Pathology Center. Hum Pathol 1988 ; 19 : 1199-209.

4) Argani P, Perlman EJ, Breslow NE, et al. Clear cell sarcoma of the kidney : a review of 351 cases
from the National Wilms Tumor Study Group Pathology Center. Am J Surg Pathol 2000 ; 24 :
4-18.

5) Metzger ML, Dome JS. Current therapy for Wilms' tumor. Oncologist 2005 ; 10 : 815-26.

6) D’Angio GJ, Breslow N, Beckwith JB, et al. Treatment of Wilms' tumor. Results of the Third Na-
tional Wilms" Tumor Study. Cancer 1989 ; 64 : 349-60.

7) Tournade MF, Com-Nougué C, de Kraker J, et al. Optimal duration of preoperative therapy in
unilateral and nonmetastatic Wilms’ tumor in children older than 6 months : results of the Ninth
International Society of Pediatric Oncology Wilms' Tumor Trial and Study. J Clin Oncol 2001 ; 19
: 488-500.

8) Wilimas JA, Douglass EC, Magill HL, et al. Significance of pulmonary computed tomography at
diagnosis in Wilms' tumor. J Clin Oncol 1988 ; 6 : 1144-6.

9) Green DM, Fernbach DJ, Norkool P, et al. The treatment of Wilms' tumor patients with pulmo-
nary metastases detected only with computed tomography : a report from the National Wilms’
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Tumor Study. J Clin Oncol 1991 ; 9 : 1776-81.

10) Warmann SW, Furtwingler R, Blumenstock G, et al. Tumor biology influences the prognosis of
nephroblastoma patients with primary pulmonary metastases : results from SIOP 93-01/GPOH
and SIOP 2001/GPOH. Ann Surg 2011 ; 254 : 155-62.

11) Jayabose S, Igbal K, Newman L, et al. Hypercalcemia in childhood renal tumors. Cancer 1988 ; 61
: 788-91.

12) Coppes M], Zandvoort SW, Sparling CR, et al. Acquired von Willebrand disease in Wilms' tumor
patients. J Clin Oncol 1992 ; 10 : 422-7.
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=3

REMNENEEE

NEHREIZBOWTEADOTHOEN I T Y A% ROLZ L FEH LV, L L/NEHE
PHABE MR TlX, MMEHEEICB VLT O RIEBROZEWERIEIRD b Twb, 22T
&, NEBIE S O REAE N A VBRI I D W TR T B o

EEZRARTEFICRRICHEHI DI LEE, BEEOEREZHISHILETHD.
WHRIL—F (MRE - TESVAUNXI) 1 1C

KEYT 4 VAZAEFEA Y T4 (NWTS) 2MREET2EMIEUTOLEBY) THS,

1. WMABZRERT S

MIATC PR Z DR SN A E L, BB 1T ) Wiz & il e g
MRS o AT OIRHNIABHE DT A S RET Do BB BRI PE, KEIRE
PH, MEREBIARIEPHOD ) ¥ SEIE IV —F VI > 7)) Y 7T B, RN Y Vo SEiEE
HERE L 2o AFRERIEICHE S AT 2 R/NRICAD 5720, TELZ2TEEREEL
B3 50 EBEIRE R HET2L0%90 5,

2. Bk - TARIRESNDESEROERZHEIET D

AR 2B e A T O M A M E B DO A M2 ERE L T <o BFRRIRR T ORHRIR N IS
JEIE & il L 7285, WTRE T HAVEHRIR % YOG U TS 2 A5 NEE SRIBEL, & —
P LCH LT S EEIRZ 452, WEET 2 2 L0 3 Lvo BB MR FHIR & O
FHNC TR L T 254G, (LEike T3 E b,

3. BHFEICBISUIRRTZE LEW

JEBSICHE L TR WEIBHZFE L TRWS, B b o584 L2 @R 0% 13RI %
GO 20 BHIE LT, BFMICEBIUBRMNEZ Lk v,

BB VIR BN & e A o, FEEE, R F 7o i SR A,
Beckwith-Wiedemann JEMREED & ) IEEL KT H5H5TH 5,

4. EFHTONCIES, BESRINILICED
FER ST AR B ZEM (open biopsy) (3HEFE S e \vro MTHT DFEEL S MRS BRI IRUAE
&, JE spillage (B OEN) &0 EEZ B fih, BRI AERZIT- 7256,
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18 EX
JLR

E%

BERRN - BEICULITRER

SRR

JGi spillage & ) & £ 2 %o AT GA, EENRNLZGE, H5WI3EED
WHLYE, BEIIESG RSN DDEE 2 5, BEOEEMIBIC X 21550
ZIEL SR % & &3 IEME LRI FICEE TH 5, “spillage” &1, MBIEWHLATT
BRI 2% B3, AT HES B S, WS R S BB A S T 7R &
Ko MR ARSI T e SN2 A, 15 PR IR T R LA & VR
XFLFRT B MG PRIEER ICHAE LTV AIEE TS, ML EPAAMEA en bloc (24
HWa3N%E5EE i) 2Rl v, LaL, 4 oiks TRl LY
ER, MEERRRCE D AA LA, JEE spillage ¥dH o728 % 2 5, FEOE, i
MK % B 256, KT OEEMBOAEIC2 2D ST, RRBEREH 57200
EE 2%,

RIS A AR T 5 2 L 2% 578, MR MIETEK 2 iR 2 wWihe, FfLIdH%E
LS E N2 DT, RTHREEZ S, MEFTE 2L, BEEMIEMEE &b
BRI DT, HEMSBNERAERSED ) &% 2, stage I L HET b, MED Fix
TR, N, AMIRRE 2 )y 7T =% v 7L, FRUCEE DTRG0 IR
P e s 5o MBS ASE I & I 2 2205 L CIEIEICE I L T 256, ILULESRD Y
EEZ Do FRFERA O BEN T AL 0 BB R BN T\ HE G B & RO B A, IR YL B
Y EEZ D,

W7 1 —)V F : PubMed

MR 197541 A 1 H~201447H1H

R

“renal tumor” AND “child” AND “surgery” 2,454 1

%72, Wilms Tumor and Other Childhood Kidney Tumors Treatment (NCI PDQ®) #Z%#IZ L7,

1) Ehrlich PF, Ritchey ML, Hamilton TE, et al. Quality assessment for Wilms' tumor : a report from
the National Wilms" Tumor Study-5. J Pediatr Surg 2005 ; 40 : 208-12.

2) Kieran K, Anderson JR, Dome ]S, et al. Lymph node involvement in Wilms tumor : results from
National Wilms Tumor Studies 4 and 5. ] Pediatr Surg 2012 ; 47 : 700-6.

3) Gow KW, Barnhart DC, Hamilton TE, et al. Primary nephrectomy and intraoperative tumor spill
: report from the Children’s Oncology Group (COG) renal tumors committee. ] Pediatr Surg 2013
; 48 1 34-8.

4) McNeil DE, Langer JC, Choyke P, et al. Feasibility of partial nephrectomy for Wilms' tumor in
children with Beckwith-Wiedemann syndrome who have been screened with abdominal ultraso-
nography. J Pediatr Surg 2002 ; 37 : 57-60.

5) Auber F, Jeanpierre C, Denamur E, et al. Management of Wilms tumors in Drash and Frasier
syndromes. Pediatr Blood Cancer 2009 ; 52 : 55-9.

6) Zhuge Y, Cheung MC, Yang R, et al. Improved survival with lymph node sampling in Wilms tu-
mor. J Surg Res 2011 ; 167 : e199-203.

7) Ritchey ML. Primary nephrectomy for Wilms' tumor : approach of the National Wilms' Tumor
Study Group. Urology 1996 ; 47 : 787-91.

8) Ritchey ML, Kelalis PP, Breslow N, et al. Surgical complications after nephrectomy for Wilms’ tu-
mor. Surg Gynecol Obstet 1992 ; 175 : 507-14.

9) Lall A, Pritchard-Jones K, Walker J, et al. Wilms' tumor with intracaval thrombus in the UK
Children’s Cancer Study Group UKW3 trial. ] Pediatr Surg 2006 ; 41 : 382-7.

10) Shamberger RC, Ritchey ML, Haase GM, et al. Intravascular extension of Wilms tumor. Ann of
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Surg 2001 ; 234 : 116-21.

11) Shamberger RC, Guthrie KA, Ritchey ML, et al. Surgery-related factors and local recurrence of
Wilms tumor in National Wilms Tumor Study 4. Ann Surg 1999 ; 229 : 292-7.

12) Ora I, van Tinteren H, Bergeron C, et al. Progression of localised Wilms' tumour during preoper-
ative chemotherapy is an independent prognostic factor : a report from the SIOP 93-01 nephro-

blastoma trial and study. Eur J Cancer 2007 ; 43 : 131-6. A

Yot g cm



60 o /NTEEE

mAIEELRE (stage V) [CHESINDAVYR—I KXY
N - SNEEAR

EHEEOK 5% X Wi TP ISR E AT 55 stage VTH Ao KET 4 VA
ANEHEA F 74 (NWTS s 3, KREVNEMAZV—7 (COG)) & EE/NEFASSE
(SIOP) & TIXIBHIEI DR 255, BEMEROZEAIZLY, AT Lz, L
2L, HREOBE2SZELZHWEOD HERIBMONTESL Y, EMMAEHEL LT
HREEOFENBEINTEY, FEAFEAZ ERICBVAFMOERILETD
Bo T ITIE, WM OWEH L OFHOTENTONT, CHkE D LITHET %,

HESR 1

mABEZFEDS S, BFRENKDETL TCLWSAIICES LI b2 REZRETI 2.
WERIL—F (HERE - TESVAUNRI) 1 1B

FFMEREEZRITUCERDOMINZR > c&IC, BREEFEFM (nephron sparing sur-
gery : NSS) (BEBOUIBRMT, HBLRVIBRMTEE) [CTTEAREITIEREZR LU CEREZREE
ERGH

WERIU—R HEEE - TEFVAUANID) @ 1C

BB CRIBEBEZEID 2 O OMRAIIERERR Z1T S T2 RO
BRI L— R (EE - TESVAUARN) 2D

PER NWTS Tid, WlEFEONEHEEIIESE OKE OB/ EZ £ 3175 C
W72, WRNZIRED & 5 BEICERN 217 ) EREUOBFAEZIHELL T VI LN
WO o TWwAEY, 22T, WAEEFE I, HEORES & BIZ, WL
D% L DEFEMGEERAL, BUEBAREOY A7 2RI T HLENH LYY, Lz
o T NWTS TIEBERMEOBERED ) A7 % TELZF/NE IR 572D FAHTIC
b5 % AT L TS ofi/h 2 Y, T RWICEAREORFZ XY Fii3 5 NSS %
MiAT9 % GBI AR S 7z, 3 —1a v 8EHul L L7z SIOP T Wi {28 i % i
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17T LIS Ofi/ N2 13 T D IEGUIBR 2 EHi T 5 & v ) 8T, TE2Z2FHRMAICED
% &) FATEHIE U Th %o M b mifl B S o X 0 47 L 720 5
A & i S O BT S X PeE S W IEE SRR T O, FATETIC
ENEFEN AL RERZ RATTE 2 w) 2 Lk, FICIEREMRE S h 20
HTEDPIEDDH>TVDLEVSTH X\,

BUE O K E ENLHEIF 2R - A8 F — % X— 2 (NCI PDQ®) Tl NWTS 0iE#E i
WCHEVIHEREA A BT 4 UAMERENT WS, T b b RIS MIES LML ) v Eit
YTV T RERL, FAOBFEOWY (SRl OREEiT). ok Ly #ELT
LT 2 MO RN U7k % 6 MM Mts, WG 217y, TS oM/
FRO O MR VAT X D IR EIBR TRk & B S udud, NSS Z 119 %0 IS HE
S LA LTV AEEE, BHFEIUEO RN %2 MR 5 720 1 AR % T
L, JHBEHERESW & MR 257,

L2 L, fiEo COG i PE R 3 OB EETId, IS AERO LI L TR
WAR LN T WD, EEH%EE (nephrogenic rest) & BF3NE L DERTIX, BIEAE
MTho>Th, BEEE2cm KimOYRHERL S EMOMMATIZINT LI BWHE L%
W, TR (anaplasia) TlX, WESAHIYE—TidHe w0, BIEROIHER
) FLHRMTETCORWITREEDSH ), Lo TN OMEBHIREEL VW) 2 &I
ho FEE, BERUIRMRORFEE TR, BEERARMRREERE 2 SN AERD B
B LIMESINT NS, #m, W OEERHLZ IR T TREZEFEICBIITE
BVEEEmoOToNDs, —F, BBARICLTOSERICLTY, BRoELGORI
(spillage) DAL B L) BlEAB V) &, BAEPM CHEEMME X2 L6 & M
EEROND, FMKHZESM RSB I stage M & LTHBESNLDITHT L,
DEAEIIIHER stage T EZW SN T W25, WHTEBEEOFERIBASARTH 720
&, AEMUC X DIEIT v FAF =Y Lo, HEICH L TR TG RiEEETLT
WS —HTH B LEEZONY, DLEd S, COG TR o i B I 55 A M 1%
RETHDI L, FIALFREOMAL»LETH S LML, WHE IR L CTAmR
HFICET AN X 2L Z ATV, O EZH S TrLTE LT E 2L
THEE 2T 5 L) BARKEHT, FILVEKRRBREZ RGBT 2 TFETH 5,

HDUBEIZBWTH, HRT 4 VA REHEA Y 74 (JWITS) O E o F#I12
B3 A METT, 10D L2 TERESETTZ2EMNND Y, BREEIDLVITZEE
BEEASE C 2R 22 S EAVHIIL T3y, ZofEErS, bosETH i
PRI IS LCIE, BRUEOBEAED) A7 2 TE LTINS IR B 72012 il
ICEAREOIRAZ XD FHOEIE L HNERETH L V) MmIEL, k7o b
I — )V TIRIFCK & AR, EREREOIRAF 2 BHRICE W 7RSI ST, Bz R ER
RERERIBET 2 TFETH L. IWITSOH L7 a b a— )V TldAEME L TE I 3ANIC
X B bR 6 A ERT 52 L1k o>TWwh, Z 2 THEEOM/IELOREES
2128 F CIEBBE 2 BN L 721812, CTEXLIEEEZEALTNSS #EmL, b
L 638 H IS O/ NS SN2 g, ZoRE S CRESAMZ FER L, BT R
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ERARIICHE > TILERE BT T 20, FINEAT) EIET S S HITHiIEIL,
(b3 O IR BRSO L RFRINCHE o C, b & LZICIE U TR
WRBINT A EZHEIL TV A,

LA ta O BERMIEICE L CiE, WMol % RS 205, B4 135
DB, FINAIHET 25 EICREIREVHTEAIVHFOLEL LA LEICHTT 200
MBHEE 22, DS GERHE BT 256% L, BREOD L WIGEIIEFRETFAHT ClE
EaweBbh sy, EESHLFERE TR B BIERIR O BLIILO WA H 2 B
A, WRIC—REN 2B MROK TIC X ) 2O BERENRET 2 M H 5. b L
BFEREC T L, MO EL2 & -3 EMBRAMEARRI L 2GRN D 5720, i
LR AT L 72T ) BRETH Do TOHEIEE T/HE VOIS L CTFH %247
R AN o1 k1 A DA ey =R R ) 270051 ] o IR L) B = /N
fELEZOND,

TR E \og  BE R E S, WBHER TR R ED 12D 2EHEI LN
LEMELTOOHITTAZENETILVE SRATWEY, 7, WHEEDH 10%
20 % BB TIE, & SIS 2 LB & OHUGHR, v Fvy 7 F
MBI BB 7 7o —F 0 & wbRTwaY,
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nous bilateral Wilms' tumors : a report from the National Wilms' Tumor Study Group. J Pediatr
Surg 1996 ; 31 : 1020-5.

7) Shamberger RC, Haase GM, Argani P, et al. Bilateral Wilms' tumors with progressive or nonre-
sponsive disease. ] Pediatr Surg 2006 ; 41 : 652-7.

8) Grundy P, Perlman E, Rosen NS, et al. Current issues in Wilms tumor management. Curr Probl
cancer 2005 ; 29 : 221-60.

9) Perlman EJ. Pediatric renal tumors : practical updates for the pathologist. Pediatr Dev Pathol
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Stage [ DFRRIFHEBEDBEFEICHESINDILZF

BEE
=1= %
Stage I OF# RIFH#T (favorable histology : FH) OW3ME T, MHREFER
(RFS) EBBLZN%LULTH D, NEHEEDO M AR OEWIZ LY, fbEEEIC
&, WAL L ATAT Lo 2D 5. 2 2 TlE, MRS RE[LEFEREITD
WTIRES %o

EREMRIEZEELIAXVELT, EVIURFY (VCR) £E7I9F /XA (ACD)
HAICKBEFEENBINTH D,
BRI L—F (HRE - IESVAUNRI) 1 1B

ERBMEEREEEL I X ELTD VCR & ACD HAICK2EZEEAL, B0k
FEELIAYELTD VCR & ACD OHAICKBEFBENEMTH %o
WHRIL— K (ERE - TESVAUNRI) 1 1B

KEY 4 VA REREA S T4 (NWTS) TIEEME ORI & L3Rk o8
—DERE L TEIRL T D, NWTS IZLET I oFHANCHEY, BIE o &R % oMt
FHBEZOVTHIE L T b,

NWTS-2V Tlid, VCRB X ACD 12 X 2P bamikz 6 7 HRIfTHBEL 15 7 H
BAT O BED 2B T T v & AMEILEGRER 2 4T\, 16 4E RFS % 6 7 H MR HH C
989%, 157 HIEHEETIZ905% (P=002) &#ELTWwbY, NWTS-3V Tig,
VCR & ACD 2 & 2P LM% 10 BB T BEE 6 7 HRIAT ) BICHTTT v ¥ A
LI ERER 7 47\, 16 42 RFS 13 10 R # T 889%, 6 # HMIBEET925% (P=0.08)
EHBEAERLERELTWAH, NWTS-4? Tld stage I/FH % 7213 stage II/FH F 721
stage I TREHMOBEZE) A7 7 Vv—7L L, ZOBIZHL, VCR & ACD OffH
W& 2L % 2 BRI T T v ¥ LA 1T o720 T74bH, ACD%Z5H
BOGEEG5EEL LTRSS T8 OSVARE) 10550072, ZO8SE, 24 RFS 1345
EPGHET 925%, 7SV ABET 949% & s LT %o

L ZAT, NWTS-5 T3, H#%24 7 A K CHES O FEEA550g KiliTdh o 7
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stage I/FH OFFME I L, HEMEMOATILHFEZTbRVE V) STy b
Mz > 720 TORRE, 2 FEHAAF= (DFS) 25865% & %0, MfzeHkfkitl L
THANIED 72 90% % Fll o 72728, HEENT ORE T2 OffREHIEE ko7 ?
Lo L, SAEHEEAEFFIT 8% (L2 EE4A 99%) T, & AL OBF I bF#E
ETHHETELLL WY, LaL, FMAEROARCTIREREZITDb R 72 2RAINM T
JE 955 5 1A 550 g Kl O stage 1 OEFIE T O HIREF L, 5 FAEWFEHRE > 5
WTIZFE 1Ipl5 BT ANT oADMK (loss of heterozygosity : LOH) 2532
DHNTY, 2K T 550 g KD stage | DEFEEGNALFBEZITHORLTH
LR E I DIV TORF RN TV v, BTE COG Tld, stage I/FH % rhotimsiis
Wi & 5 FRpT (Befafk 1p B X OV 16q 12813 %5 LOH) 123w CEhMbL, 2k E
7 VXM 55 R 550g DL E OB TIE, VCR & ACDIZ, 7 RUT7~<A4 ¥ (ADM)
2B L 7ALFRE AT LT %,

WE/NEAAIGE 7 v — 7 (UKCCSG) @ UKW-17 TiZ, stage I/FH O3 [EIC
VB AT R TR R R 134T DS, VCR B fba#idl %2 6 7 ARAT) L v dES
V¥ MMERB AR AT, 6 AEEAEEE 96% LHE L, T ORI ACD E3AZT VCR H
MCHBETREERL TS, ZOH% UKW-2 & UKW-3 T FARIZ, B4
B R GHE 2 4703 VCR Mo L= 9k % 10 8T Lo kT v ¥ 2Ltk %
fTolze ZORRE, 2mARMD stage I/FH OB HETIX 4 £ A4 N> MMEFHR (EFS)
13932%, 2L E 4RI TIZ872% TH - 7225, 4 ETIET713% &) FHEIC
HWEETH Y, T VCR HBHEEIE 4 MR OAEREZ ISR AL v e famL
TWaY, F72, CHMEH 2 HICREERES VI TET VM HVZHEFHICBWTH
stage 1 B3O VCR HMAILZHE TIXAELFHE 986% (EE4A TIXAEMFE 988%) & 2
ABERLS R L AR L e ShTw b,

DiEoffzestf L v, stage I/FH @%‘%Hﬁb:ﬂa‘é‘%ﬁﬂ%‘é‘%ﬁﬂjﬁff&u:mﬁa‘ff&?é' ¢
%47H3 VCR & ACD BFHIC X 2 b3k & 1T9) T & RS N5,

BUE, KREERLEFZEI-AM T — 4% X—2Z (NCI PDQ®) LTi3, stage I/FH O
SEME I LT, JEEEHAT &) Y OSEiY U ) U T 24T o 2RI, BUBIRIEIATD
F, VCRB XUV A ACD I & 2 b9 18 AT ) 2 HEIE L T b,

—7J5, SIOP T Hifb# 5: 1% 0 SIOP Wi 54 % Fl v THlf iR b i o0 6t % ok
BHTWb, SIOP-9 Ti, MiEiic4 7213 8MM D ACD+VCR 25#%5-8h 5 » ¥ 41t
REGRBA A TN 0, Zo%%E, 480 L S MM {ba i cid, 24 EFS &
%% 84%, 83%, 54F OS54 92%, 87% T, HEEII LA -7

SIOP Tl&, AMRHEZZ BT 5 EH; 6&%%@:&1, EEAROBLERY, 57 A
T IANOFEEE HIZ, MHbAREOFEMEZBET L T &7z oM, ik
J?(ii IHEM MR LTV, MR bk o M2 v Tid STIOP-9 T 4 R he 175

W REATEE & 2 IZFASOREIHE SN TV 5,
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4) Green DM, Breslow NE, Beckwith JB, et al. Treatment with nephrectomy only for small, stage I/
favorable histology Wilms' tumor : a report from the National Wilms' Tumor Study Group. J Clin
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International Society of Pediatric Oncology Wilms™ Tumor Trial and Study. J Clin Oncol 2001 ; 19
: 488-500.
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Stage 1 DF#RIFHBEOBEFBICHESNDILE
AL

Stage I OF % RIF 2B 3HE (0 F AMRBRUSNOEHFE) OE#FIZOWTIE, K
BB % i LT R ORER, RETIXERMILBOLERE 21T ) Bl s, BN Z
A& L7zEB/NEASAF 2 (SIOP) Tld, Misifb @Mk oI Bt 217w, it
SRR MAT T BB MR L T b, bAETIRER OB E SRS
DL, HRT A VAAEREA S 74 (JWITS) b KREOHHETEHIHE L H# T 1
b I — WIS TEETE R R % 17> T %,

12 1
BEHSIEEmEL Y XY ELTEY S URFY (VCR) B&KUTHF /1Y (ACD)
HHAIC S BITRILEREEE TS Do
WIS L— K (HEE - TEFVRAUA) : 1B

152 2
EIGHIITAIC VCR & ACD $1RICK BILEBALMTL, BBH&IC VOR, ACD & R¥Y

WEY Y (DXR) OHRAICKDIEZEEZIEITI Do
WERIL—F (MRE - TESVAUARXI) 1B

KE T 4 VL AEREA Y T4 NWTS) 12& % NWTS-1 Tld stage [-11/ P B4F
HLKETY (favorable histology : FH) OBF3EMEICA L, MEBUNREREICVCR B L O
ACDIC X 2 P LS HE 24T o 7248, 2 EHEAEGFE (RFS) H°81% & stage I/
FH IZHE~NEWERE LB SN o 72V D72, NWTS-2 Tid stage -1 /FH %
B L VCR B X NACD 12 & % 2 AL 24T ) L, ZHICDXR iz
T3HIZPEHT ARENTTT ¥ ¥ LI 21T 5 7288, T ORR 16 4F RFS 14 2
HIGEREE T 724%, SHIPHHTET846% (P=005) LA EE%ED, DXR OBEMITA
MTHholeWBELTDY, Lo L 16 4FE2EREE (0S) 13 2 A 6FHE T 804%, 3
HIBEHBETIE867% (P=058) EHEXE I, o729 NWTS-3 Tl 2#I6:HEE & 3
APEHREIS, S SICHEBIRAND 20 Gy ORUMRIGHE Z 1T O RELAT DR WIS T
V7 AMUILGERER E AT o 72 EOMER, stage II/FH OBEEEICH LT, 25165
(LSRR TG R LORE L ZoMo 3HE L THBERBEICEEEN G h o7z 2
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D7=%, stage I/FH OEFEICH L TIZ, DXR OB MERIAETH S &
STz, NWTS-49 Tid stage II/FH OFIEICH L, VCR & ACD o ffHIZ &
BALEFR S 2 B CT v ¥ MR 2 1T 720 b B, ACD # NWTS-1
~3 LR UL S HIZHTTE5T5HE, EE LTHED ACD %2 1 B THKLE5 9%
B OSVAEE) 1ChT 2. FEENME LA AOBRLE 6 ORI T vy
IEHEGRER 2 AT 5 720 T OREE, 7OV 2L TIABERD R[S THEEIRK L, BF
MICHEMTH S MmN, TREENME6 AT IS LEEN RS, 67 H
THaot#mIhiz, €512, bAETIEZ JWITS 25, KE NWTS (2# U728 )5 #t
2 & o CTEETEHERILFPIZE ATV, Wk & Bt 2 WIRR A S 7z ¥,

PLEX Y, stagell/FH OFFMEICH L CEME % H%IC VCR & ACD BHHICX 5
3% 6 7 AT, LW RREIEEO T v ¥ MEEBEBO L E 7V A0H 5
72, HERELEEZONS, 44E RFS 13 85%, 44 0S1396% TdH 557,

—7J7 SIOP-9 Ti&, #MiHiic4 7213 8 MM D ACD+VCR #5005 v ¥ 2 LRERATT
bz ¥, MO T, stagell/FH, & 2\ IZEEHERHEREL & B0 S 7B 27
#R D ACD+VCR+DXR (7213 ¥V ¥ ¥ (EPD)) 235 5n7 HEY ¥ /8
FiR R O 22\ NO BE TR RIGHR 317D (AVERE), Y Y3l od % N1 RS
1% 15 Gy O BE BRI TR B 2347 b 7zo AVE BED 2 4F EFS 13 84%, 0S1X88% T
N, stage I +N1 & stage ll # &b 72 AVERTHH# T 24E EFS1Z71 %, OS X
85% TdH - 7o
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: 488-500.
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Stage , VOF#RRIFHBEOBFRE(CHESIND
{EFEE

KET 4 VA AEGEA Y 74 (NWTS) stage I OF 1% BuFH#R% (favorable histolo-
gy : FH) O®FMETId 4 EETIEAEHEER (RFS) 90%, stage VTIX 80% & i &h
TWwaY, BRI TED X ) RIEREDSHER SN O L% b L ITHET %,

EZEERELTTIF /N4 (ACD)+EVYIURXFY (VCR)+ RFVILEY Y
(DXR) OfiFEDE L, EEFMEHHEENEITH D,
BRI L—F (ERE - TESVAUNI) 1 1C

NWTS stage I T, Bk, BEIBRGHERE (108 Gy) 12, fb&#dk s LT
ACD+VCR+DXR (24 1) »AH#E EhTwb?, Stage VTI&, MBS BRIGHE
OF 2 A RS (12Gy) ZBMLTW5, 7272 LIS RSN, 6 B basfRic
S (CR) BMEONL o7\l 2 #Iin & LT, MERBESFMICL Y Ee
PIRR S NG 5 1D SIS 2179 o PR > 738 £ 7213 KEIRFA B Y >~
ISEICHRRE DS H N B AL, RFTHT % B A RO SGEHR IS & DT 9 o il
WEHEIT OY AL, BERERO 729 ACD BL O DXR IZ50%iEE LTWb,
7z, UG E 20 Gy & L72¥A T, ACD+VCR &L L7234 T kD
KRB ol LTwd, LarL, JEFBEEHHGHRIC X 2 G0HEZBIMT 572012, B
WHREZES L, »DDIIDXREZEMT LI ENAMEEZILONT WS, 7272 L
DXR DRIEA E LTLEMESH Y, LAEIHREIN I 2L 2HAL L TBLLEND
53, NWTS-4 Tl&, pulse-intensive regimen A% A &, fEIAIZHE SN TV
WA ORG ZHRMICEP S L L2k ), BIEHOBRE, BRI O &
WEOMKEFERT L L L HIT, EROBEERRE L MRORBELEI L2V, stage I/
FH 2 fEEFSAFE (RFS) X 91.1%, 24 0S13 982% T, stage V/FH Tld, &%
80.6%, 895% TdH - 72V,

—J5, BEE/NEAASS (SIOP) T, il ACD+VCR OG- PSHEE bl
Twb, LAL, stagell, U X 7 45 TdH o T H &I #G %
(15 Gy) &itafbaas#i: (ACD+VCR+DXR) % 28 HMLZE L LTWwaY, ZDHiE
1%, stage I +N1, MAS24ERFSIE71%, 54 0S1E 8% THo7cL LTwb, Wil
» SIOP O#i5 T, stage I-MOHHY) A7 BHIZBWTIEDXR 24K LTH, Zh
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BRI - BECULIETRER

ik

FCTLAFEOEBEIHE LN TS, Stage VT, #Minifb#Z: (ACD+ VCR+DXR)
% 6 BRIRIAT S 5o BRI O R BLETR I LTI RE 42 2 & ) SR B BR & 5K
H B o MAALSIDE L AVEHIRENC X 0 A N2 51, JRFTORRIIIE U7
L BEIITDON D, SN LHAAHKIZ ACD+VCR+DXR Th 5, MkiIATE
27THB DL VX T RERITY, BRPELONZVWEEICE, A AA773IF
(IFM), #NVKTFTFF > (CBDCA), = FRY F (ETP) REMEA I NS, T/,
iR Bosiif2 9 B £ TITIHE L 2 W2, Mildg (12Gy) =83 %,

SIOP Ti&, ARFFAMICBI 2 IEHEMZZ N L, BEAERORASEHY, ¥ v A
T—INOFEE I, WAL FREOF A% EBET L C& . ToME, ik
WA &AL T2 TR EE STIOP-9 Tl 4 8 [ fif73E & 8 JH I hfT
fEEZIZFEOMEI R LN TV S,

—7Ji, NWTS T o> TOMAMLAEREIAITONL 03D Do T % b B IEE AN
IRE D BT REIRICHEREL TW2I5E, 720305 05KE W -o0 bl Faiofiko
VA HRETEDLLEZONIEA, ARB LML #iE 2 EfL T2,
NWTS T, FMAREOESEH I ERBOMIIERL LT, VCRB XU ACD,
Bl X > T DXR IS X AMLFEAER L T b, TO3HEHVTHEHOKE
XN LR WS, BEHREREZ VTV DY, —#IZ, Bk 6 BN IEL A 1
B L 72 S PR ST Ao Stage MOMESHCE L TId, & SIS %
FEis 5o

Mi#7 4 — )V F : PebMed

MREFRIM - 197541 A1 H~ 201447 A 31 H

R

“Wilms tumor” AND “ chemotherapy” 2,631 1

%72, Wilms Tumor and Other Childhood Kidney Tumors Treatment (NCI PDQ®) #2172,

1) Green DM, Breslow NE, Beckwith JB, et al. Comparison between single-dose and divided-dose
administration of dactinomycin and doxorubicin for patients with Wilms' tumor : a report from
the National Wilms' Tumor Study Group. J Clin Oncol 1998 ; 16 : 237-45.

2) D’'Angio GJ, Breslow N, Beckwith JB, et al. Treatment of Wilms' tumor. Results of the Third Na-
tional Wilms" Tumor Study. Cancer 1989 ; 64 : 349-60.

3) Green DM, Grigoriev YA, Nan B, et al. Congestive heart failure after treatment for Wilms' tumor
:a report from the National Wilms' Tumor Study group. J Clin Oncol 2001 ; 19 : 1926-34.

4) Tournade MF, Com-Nougué C, de Kraker J, et al. Optimal duration of preoperative therapy in
unilateral and nonmetastatic Wilms' tumor in children older than 6 months : results of the Ninth
International Society of Pediatric Oncology Wilms' Tumor Trial and Study. J Clin Oncol 2001 ; 19
: 488-500.

5) Ritchey ML. The role of preoperative chemotherapy for Wilms' tumor : the NWTSG perspective.
National Wilms" Tumor Study Group. Semin Urol Oncol 1999 ; 17 : 21-7.

6) Green DM, Breslow NE, Evans I, et al. The effect of chemotherapy dose intensity on the hemato-
logical toxicity of the treatment for Wilms' tumor. A report from the National Wilms' Tumor
Study. Am ] Pediatr Hematol Oncol 1994 ; 16 : 207-12.
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EHIRCPRECHR SN B LA

BBHAMIAME (clear cell sarcoma of the kidney : CCSK) Tl&, k& L CT&LESf
K (0S) D3P RIFHARE! (favorable histology : FH) B3ffl & ki L Tw, 22
Tl, CCSK DAL EEL I X V2O WTHEST 5,

KEDAIVLAREBERAYT « (NWTS) stage I - Tld, BRMHMBIEEEELIAXAVEL
TEVOURFY (VCR)+ RFVILEYY (DXR)+I MR K (ETP)+2 20K T 7
Sk (CPM) DfEFEDEIHEREIND,

BRI L—F (ERE - TESVAUNI) 1 1C

CCSKIZB1) % 54EME A N MESFE (EFS) 13, KEEKABEO NWTS-1~3 T
i3, stage I T100%, stage I T87%, stage I T74%, stage NT36%THh b7,
CCSK »#JEd 0S 1%, FHB3HME L ) Kve NWTS-3 Tld, VCR, 727F /<4 >
(ACD) LIH#EHOPHIC DXR #3835 Z &I12X ), CCSK B#H DAL
(DFS) o#EhrHohrz?, NWTS-4 Tid, VCR, DXR B X WWACD 2T 15 4 A
B L2 BB OMERALER (RFS) 25, 6 W HMEBLABELI VD UHELLZ D
RS N7z (AERFIIT 875% vs. 606%)%. LA L OS TIEMHAICHEAEZBD R,

=2, CCSK IXEHME L X, FHF TOMMIZREV L vwbhTwzas, NWTS-3 Tik
WREAELVIOWEDTDH L (DXRESGEHETIE, RGN THET TOMMIE
WSS - 72)Y L L NWTS-4 Tk F TOMMIZ5 7 A~3064F (F¥H 14
) L LRI LB %5722, NWTS-5Tl3, stage I-IV® CCSK IZ1%, VCR,
DXR, CPM, ETP %8 L 7Lk L ¥ X v sfidT S, BEESR IS L CRRia
WENHEAT I NTze S OEBEEZHVS &, 54 EFS 138 89%, OS13#79% Tdh - 727,
Stage I ®54E EFS & OS 12 100%, stage I @ 54E EFS 1349 87 %, OS 3% 97 %,
stage I @ 54 EFS 13 %) 74 %, OS 3% 87%, stage V® 54 EFS 134 35%, OS i
45% Td > 720 NWTS-5 L [AREDEIZ DAETIT o 72 AR Y 1 )V A XA 7 7 4
(JWITS) 12X % JWiTS-1 Tid, 54 EFS 38 729%, OS 3% 745% Td - 727,

—7, B E L LzEB/RNEAAF 2 (SIOP) of#IsE (SIOP 93-01, SIOP
2001 70k a—)v) T, 191 10> CCSK \2xf LRERGDRER] (189 ) THRifbari
E&HAT L7 BRI BRI 217, iR L RIE & 173 2 St T rb iz,
B BEDOL Y A 1, stage I, TiZ ACD, VCR = DXR OflAGbHETIHb
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BERR - BEICLITRER

Sk

N7z75, stage ML ETIREHICA VKT S5 F >~ (CBDCA), ETP, CPM & &% %
72 high risk regimen 2SHW S 7z, F 72, stage I LA DFER] T I3 K ER/ 12 JE 5 IR 5
MWiibhiz, ZO&SE, 54EEFSIZ79%, 0S1286% TH Y, NWTS DifEMKM L 13
ZFEEOHRIHF SN TV Y,

NWTS-4 T3 86 Frh 23 BlIcA Sz, FRIMIIMARDEZ L, DVWTH,
BB RIRIT & %2 o> TWwWbY, Stage I @ 32618 861 (25%) ICHREAALN TV
CEEBZHM 1034), 2095 78I 2 EDNICHRENASNIZE V), NWTS-5
T, FRIE3ELNNE L, e LTRMAE 25720 —J, Bk o SIOP & 4 %
Y 7 /ANRINEAS AF 2 (AIEOP) ORRIRHEROKE R T, 237 B> CCSK @9 % 37 #1
(16%) ICFFEAA LN, T T TCOYMO PRI 17 7 A, FRIHBMLIEBERE TO
HIESKRETTHY, W A360), Wi 76, B GB) DML o727 FIRMEN K
L Cldfbsasis:, AR, KEALSRER EM b, 59% A second CR % 3ERE L
72h, 9 b 68% A I L, 54EEFS1318%, 0S1326% Th oz XhTwa,

TRDAZ, BEEY CoMERIE, BRSBTS, S B ERTE R A3 A S
NCTwb, BIEGHES LTk, BA%, IRMEEIE G6l), BMEEMEF% (MR
MAEAL), MEE, FUSTEI AR RE AR 2R b7z, B 23 6, 13BIAEELTW
%o NWTS-3 Tid 90 B 35 BIsHE, 30BIAELELTHY, ZHRICHNTFHRITUE
LTwb,

NCI PDQ®TIE, BHBRMICmLZ, 2BEI2 108Gy 2\ 2 g ias s, 1t
L YR 8 LT VCR+DXR+ETP+CPM Ml A& bEEAERLTWEY, Lh
L7235 stage NOBHRIIARD 720, REVNEFAZ V=7 (COG) D®ITDIHE
W72 T3 CBDCA Ot AT S Tw %,

W#7 4 — IV K : PubMed
MMM - 1975 4F 1 H 1 H~20144E7 H31 H
A
“clear cell sarcoma” AND “kidney” 449 11
¥ 72, Wilms Tumor and Other Childhood Kidney Tumors Treatment (NCI PDQ®) #&#IZ1L 72,

1) Green DM, Breslow NE, Beckwith JB, et al. Comparison between single-dose and divided-dose
administration of dactinomycin and doxorubicin for patients with Wilms' tumor : a report from
the National Wilms' Tumor Study Group. J Clin Oncol 1998 ; 16 : 237-45.

2) Seibel NL, Li S, Breslow NE, et al. Effect of duration of treatment on treatment outcome for pa-
tients with clear—cell sarcoma of the kidney : a report from the National Wilms" Tumor Study
Group. J Clin Oncol 2004 ; 22 : 468-73.

3) Argani P, Perlman EJ, Breslow NE, et al. Clear cell sarcoma of the kidney : a review of 351 cases
from the National Wilms Tumor Study Group Pathology Center. Am ] Surg Pathol 2000 ; 24 :
4-18.

4) Seibel NL, Sun ], Anderson JR et al. Outcome of clear cell sarcoma of the kidney (CCSK) treated
on the National Wilms Tumor Study-5 (NWTS). J Clin Oncol 2006 ; 24 (Suppl 18) : A-9000, 502s.

5) Oue T, Fukuzawa M, Okita H, et al. Outcome of pediatric renal tumor treated using the Japan
Wilms Tumor Study-1 (JWiTS-1) protocol : a report from the JWiTS group. Pediatr Surg Int
2009 ; 25 : 923-9.
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6) Furtwangler R, Gooskens SL, van Tinteren H, et al. Clear cell sarcomas of the kidney registered
on International Society of Pediatric Oncology (SIOP) 93-01 and SIOP 2001 protocols : a report
of the SIOP Renal Tumour Study Group. Eur J Cancer 2013 ; 49 : 3497-506.

7) Gooskens SL, Furtwangler R, Spreafico F, et al. Treatment and outcome of patients with re-
lapsed clear cell sarcoma of the kidney : a combined SIOP and AIEOP study. Br J Cancer 2014 ;
111 : 227-33.



CQ8e 75

HELR

BS T R REBICHERINDEHRAR

KREFZNEFEEZORK 2 %2 505 BN INLRTFRARREE TH 5, BED
BFEMITVWELZRFHETH 5, HAETITEHMWANE (clear cell sarcoma of the
kidney : CCSK) & FIARICR 3R & 13 B2 2 8L & ShTwb, R Z k2 5
W3 %,

HRINEB/WHERZREL I X DTE,
WERIL—F (MRE - TESVAUNI) 1 2D

%57 KA FlE% (rhabdoid tumor of the kidney : RTK) (ZI3A %) 72 iGHEEEATHE V.
ERTwhW, SRETOKREY 4 VA RERHEAT T4+ (NWTS) OB#TIE, 44
LHELEE (0S) & stage I T 33.3%, stage I T469%, stage I T 21.8%, stage VT
84%TdH 5%,

1996 4, MR OEE/NEAASEE (SIOP) T 22 10 RTK 2 M L TL OFERIC
ONTIHRELTWVBEHY, TRHIZL B E stage] (SIOP W54 25040, stage I 2%
5% (23%), stage MAS10 % (46%), stage NAS5 61 (23%) TH - 720 BBHEI
1841 (82%) IZA LNz, 9B HNIMPBIFICTEBIREM, 10130225 2:8~9
ARABICHBE LTS, BIF LA 19600, I 260 (stage ) OADHELL
THBY, BOD17H (895%) 13 2B ~20 # HEICIEE L TWb, NWTS-5 Tldif
BEMARDD, Y70k 2773IF (CPM), TRV F (ETP) BLUA VKT
77> (CBDCA) WM %77 N4 FEGOWHHRNEZ MLz, ETP LY AT 75
v (CCDP) ¢t o#tH, ETPE 4+ A7 7 3IF (IFM) & o#tH, B X IFM,
CBDCA B X UETP o Pl (ICEAL¥#E:) ML TwEYY NWTS-1~5 55
D 142 FEFOMET 2 12X B L, BRI & FRIE PR EMET 2 2 Lovbr o7z,
Stage I B X Ustage IIRBDEZD OS1Z42% TH Y, stage I B X ¥ stage VD OS
13 16% THh o720 BWIHREFEDT6 4 HRMTIZ 44 0SI1Z9%TH - 7225, 2T
Z41%TH o720 728 AHWUMABEITLTVTD 2 LOERBOHERTFEHENBV
L bhroiz. THRARSR (central nervous system : CNS) WWZEZ A L7-EZIT 1A
EBRWTEEMRT L72?, BLEd s, #EAT L7 & iR E O & s FHA
RPHREFICHED S 2 EMamL w52,

RTK OEHEEIBOHE L L LFoALNTEY, 1999 4 Waldron 5 1%, stage
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WV (il & B, REIR R, RBIIRFE P ) > B RE) o 31 4 A%
JEBF R SRR L R RV L E Y ¥ (DXR) % &0 72 bk 2 iifr LT 60 7
HULOBEMBHBFRONTZEWME LT WD, MERBO TTFRARTH S5, BEOLZ
HALFFRLEH & LT DXR OHEREDERF L &b ICHE S Tw BT,

BFRK - BEICULIETXRER

W& 7 4 — )V F : PubMed
MR 197541 H 1 H~ 201447 A 31 H

MR
1. “rhabdoid tumor” AND “kidney” 525 1
2. 1 X chemotherapy 133 fF

%72, Wilms Tumor and Other Childhood Kidney Tumors Treatment (NCI PDQ®) #&¥%IZL 72,

SRR

1) Ahmed HU, Arya M, Levitt G, et al. Part I : Primary malignant non-Wilms’ renal tumours in chil-
dren. The Lancet Oncology 2007 ; 8 : 730-7.

2) Tomlinson GE, Breslow NE, Dome ], et al. Rhabdoid tumor of the kidney in the National Wilms’
Tumor Study : age at diagnosis as a prognostic factor. J Clin Oncol 2005 ; 23 : 7641-5.

3) Vujani¢ GM, Sandstedt B, Harms D, et al. Rhabdoid tumour of the kidney : a clinicopathological
study of 22 patients from the International Society of Paediatric Oncology (SIOP) nephroblasto-
ma file. Histopathology 1996 ; 28 : 333-40.

4) Wagner L, Hill DA, Fuller C, et al. Treatment of metastatic rhabdoid tumor of the kidney. ] Pedi-
atr Hematol Oncol 2002 ; 24 : 385-8.

5) Waldron PE, Rodgers BM, Kelly MD, et al. Successful treatment of a patient with stage IV rhab-
doid tumor of the kidney : case report and review. J Pediatr Hematol Oncol 1999 ; 21 : 53-7.

6) Kato M, Koh K, Oshima K, et al. Long-term survivor of relapsed stage IV malignant rhabdoid
tumor of the kidney. Pediat Int 2013 ; 55 : 245-8.

7) Furtwingler R, Nourkami-Tutdibi N, Leuschner I, et al. Malignant rhabdoid tumor of the kidney
: significantly improved response to pre-operative treatment intensified with doxorubicin. Cancer
Genet 2014 ; 207 : 434-6.
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B EEICX T /e A i

HESR 1

& B LR E PR (nephrogenic rest : NR) B X "B EJE (nephroblastomatosis :
NBM) (BRI R GERAHLER) 25H%, 5 VIRERICHEZEL T2
LOEEL, BFEOMEIRELEZONTWS, 22 TRINSDEFESEIZOVT
XHkE b LK 5o

ZEIHBEEEED TN,
WifRIL—R (HEEE - IETVAUAN)D) 2D

TEDRITEBEBEEZREDIEVKRSICLT, BEOUIRZERTLTEHLRL.
BRI —F (ERE - TESVAUANI) 12D

NR (FIEH B IR IR PR TR GEFRRLG) 2SHURICER L T2 b 02 S35
LI LiEZ2 %M (multifocal), & 2\ IOV F A (diffuse) 1254 L, NBM &IFiEh
o BHEBIZAEMHLTROONLZ ENZ V2D, BHEORBKELEZZ M Tw
Bo FEATMIZE o T2RIIHH I N, BEEOJLERIZ A 5N L 20 535 B LAk E FR
(perilobar nephrogenic rest : PLNR) &, BHEWNITIZA SN 5 HENEBHEER (in-
tralobar nephrogenic rest : ILNR) &2 5N b, NRPBEEBEEKZ & 72 L 72
hyperplasitc NR 1Z{E# LB FEE L OEHPEETDH 5o NR G EHIZHEMSEN/INRE
THHH, RICHIRTHMHRTEL L) ZRELHEHLEE TS, 2O LI ITNR H#
% &72 L7235 D% hyperplasitc NR EIERDS, T OIFZEILEFNE & OEHIASHE &
BLWEND Do MEHEDOHBEI RVEL L TWa 720, FICERMEECIIEFEEE NR
OMHEZENTAHZLIELIFLIEHEETH Y,

ME PR FEETIE, & ) bIFNR, NBM O&ERIE . T2, THELEFRTS
FEWBERED 9 B, Beckwith-Wiedemann JEBEHRE, - H MK TIZ PLNR 2°% { A b i,
Denys-Drash JEf#E, WAGREMRE TIX ILNR 3% A5 5%Y, BIEME O KK Ez
THRIEICEG L TnwELEEZLNTWS, NBM 240 L2 BEFEL, AL 2WE
HRE IR THBEENEC EME SN TVDEDY, AU EH 72 (I OB E D%
fE L7720 L BRI TW5Y,
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BERR - BEICLIZRER

FRIEG AR REDOHRETH Y, T, RHZICEFEIRBET L) A7 DE
W7z, BEE DN T ERICBWER TSR SN D ALFREIRZ D
<, ZHRIPERMLEZERGE TR L, 22N T2303 5 @I TnEYY,
F 7z, ALFFREERAT L7213 9 2%, RN B FEO AR & v W50 H 5,
OISR TG ZMi/N S 85 2 & THBOLEIC L 2 IEEEEEORELZ B <3l
BIWREEIND 720, NROBBEDNLIEAE, FIMFERBICTHBELRGBTL 2 L8
2E Lo FRI7ICHFEDS RIS L EbEDrd 5720, £ 3LAREIC X DD
AN Y, AT KA &2 R & B D SRR & 328 R B W] S i BRRLER DR AT 5 83—
BHTH 5,

ILFEREOL DV X L, BHFEICHON DO EIND Z L9\, Cozzi HY
i, FFTrF /<4y (ACD) £¥ ¥ 2 2AF ¥ (VCR) @ 2B L%
FEATL, MK, HE2VIIKESAEOMERE L, WEHIAE— L ko 72RO A% BiRAF
FHMi (nephron sparing surgery : NSS) IZCTHiN T 2 HE s CRIGREGR L2 &
WAL TWwbo NSSIZBILTid, MEFESE TR0k & U IR % 524Ul BR L 72 il
bHs7,

W7 1 =)V F : PubMed

MR 197541 A 1 H~20144£7 A 31 H

MR

“Wilms tumor” AND * radiotherapy” 1,157

%72, Wilms Tumor and Other Childhood Kidney Tumors Treatment (NCI PDQ®) #Z%#IZ L7,

ik

1) Beckwith JB. Nephrogenic rests and the pathogenesis of Wilms tumor : developmental and clini-
cal considerations. Am J Med Genet 1998 ; 79 : 268-73.

2) Beckwith ]JB, Kiviat NB, Bonadio JF. Nephrogenic rests, nephroblastomatosis, and the pathogene-
sis of Wilms’ tumor. Pediatr Pathol 1990 ; 10 : 1-36.

3) Beckwith JB. Precursor lesions of Wilms tumor : clinical and biological implications. Med Pediatr
Oncol 1993 ; 21 : 158-68.

4) Bergeron C, Iliescu C, Thiesse P, et al. Does nephroblastomatosis influence the natural history
and relapse rate in Wilms' tumour? A single centre experience over 11 years. Eur J Cancer 2001
; 37 : 385-91.

5) Cozzi F, Schiavetti A, Cozzi DA, et al. Conservative management of hyperplastic and multicen-

tric nephroblastomatosis. J Urol 2004 ; 172 : 1066-9.

Perlman EJ, Faria P, Soares A, et al. Hyperplastic perilobar nephroblastomatosis : long-term sur-

vival of 52 patients. Pediatr Blood Cancer 2006 ; 46 : 203-21.

Rauth TP, Slone ], Crane G, et al. Laparoscopic nephron-sparing resection of synchronous Wilms

tumors in a case of hyperplastic perilobar nephroblastomatosis. J Pediatr Surg 2011 ; 46 : 983-8.
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HESR

ZEMZER UICETNIS LZEEDTTE

KEY 4 VA RESEA Y 74 (NWTS) Ttk FAFE bR, 7757
<4 (ACD), €27 ) RAF ¥ (VCR) ®2KHZ2VEFFV Ly (DXR)
2L 7 3HIPHHALAREEICIN 2, WIS X o THREHERRZ 8 5 & v ) B2
B (NWTS-5 7u ba—)) 12X, FWHRAEFROLEN S 26 Shiz, —H,
AEZRASOHMEDALNTED, WERLHELRAMMIGZ VIR T 52 LATE
BHNEE > T b,

Z T, ANEEIEE OB BAEIHTT 5 720D H IO W TR S,

ARTIFBROBEZERT DLFEENUNETH D,
BRI — K (EREE - TESVZAUNXNI) 1 1B

NWTS TId#H AR B L O4% 12 7 ARmoFLRIT VI LA EolEE, 1%
PLEo/NRHED 50% 28RS 2 %EH S L LTWEY, BEOHMEE MR L 22
5, FHEBMEICLD 1EAHOBRTHRE SN TV 2HELZERT 2 LAHWTS
%%, KETIX, NWTS 25| &fkwT, KE/NEDSAZ V=7 (COG) @ Renal tu-
mor Committee 25{HIMIFE & 47> T\ % A%, HAT D higher risk favorable histology
Wilms tumors 2R3 2 E# 7 2 b3 —) (AREN0533) TH, LT A DD-4A %
T BB, 1 OX)IHPAHKOKGEIZ TR T TH0%IMESNTWT, &
KEGEDEEIN TV,

B NE O, FFEEERNC X 2 B DERIR B 28 E 23R S T 2 O THF
PEREMA 2 MR ICER T 2 BN H 25V, HEHREEATH D ACD B L U DXR I,
BRI 2 FEfE L T A IIEHR S L Tld e S v, b33 2 2 BB Tk, =K
MADIE) A7 HEL o TwWbh, TOY A2, BEHEB L U DXR % & 72 iHH#
FRERHEIEMHA T I L E N 5Y, DXR TROALED) 27 HEE 5, Zhid DXR
OERHE, CEAOREREROAES X OMH (ZIRIZY 227258 1I2k-TY
A7 DRRENELASINBY,

L7255 TLSRBEE ORI 8 & LCIE, ARMEZMER L 255 TE 2 B0
REARBNT 5 Z LAREE o T b,
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VCR1

Vincristine

0.025 mg/kg/dose IV x 1 for infants<1 yr

0.05 mg/kg/dose IV X1 for children>1 yr to 2.99 yrs
1.5 mg/m?/dose IV x 1 for children> 3 yrs
(Maximum dose 2 mg)

VCR2

Vincristine

0.034 mg/kg/dose IV X1 for infants<1 yr

0.067 mg/kg/dose IV X1 for children>1 yr to 2.99 yrs
2 mg/m?/dose IV x 1 for children> 3 yrs

(Maximum dose 2 mg)

DACT1

Dactinomycin

0.023 mg/kg/dose IV x 1 for infants<1 yr
0.045 mg/kg/dose IV x 1 for children>1 yr
(Maximum dose 2.3 mg)

DXR1

Doxorubicin

1.5 mg/kg/dose IV X1 for infants<1 yr
45 mg/m*/dose IV x1 for children>1 yr

DXR2

Doxorubicin

1 mg/kg/dose IV X 1 for infants<1 yr
30 mg/m?/dose IV X1 for children>1 yr

BFK - BEICULIETRER

W#7 4 — )V F : PubMed
MR 1975461 H 1 H~20144£7 A 31 H

%72, Wilms Tumor and Other Childhood Kidney Tumors Treatment (NCI PDQ®) %#&#IZ1L 72,

ik

1) Corn BW, Goldwein JW, Evans I, et al. Outcomes in low-risk babies treated with half-dose che-
motherapy according to the Third National Wilms’ Tumor Study. J Clin Oncol 1992 ; 10 : 1305-9.
2) Morgan E, Baum E, Breslow N, et al. Chemotherapy-related toxicity in infants treated according

to the Second National Wilms' Tumor Study. J Clin Oncol 1988 ; 6 : 51-5.

3) Green DM, Norkool P, Breslow NE, et al. Severe hepatic toxicity after treatment with vincristine
and dactinomycin using single-dose or divided-dose schedules : a report from the National

Wilms' Tumor Study. J Clin Oncol 1990 ; 8 : 1525-30.

4) Raine ], Bowman A, Wallendszus K, et al. Hepatopathy-thrombocytopenia syndrome—-a compli-
cation of dactinomycin therapy for Wilms' tumor : a report from the United Kingdom Childrens

Cancer Study Group. J Clin Oncol 1991 ; 9 : 268-73.

5) Breslow NE, Takashima JR, Whitton JA, et al. Second malignant neoplasms following treatment
for Wilm's tumor : a report from the National Wilms" Tumor Study Group. J Clin Oncol 1995 ; 13

: 1851-9.

6) Green DM, Grigoriev YA, Nan B, et al. Congestive heart failure after treatment for Wilm's tumor
:a report from the National Wilms' Tumor Study Group. J Clin Oncol 2001 ; 19 : 1926-34.
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RENRAHR AR E (F. ZOBINE

TG BRIGRE SRR (0 L CTHMTH O, IS e O-FFER; 1k H 10 o AR R
wERRe, EEEERO Y Po—VHITITbRTWa, L L, BEHHGEHRIC X 51
WMEEZZEL2SE, OISR IREHEOBEIIIEEIZZ 5 2T UXwiT v,

72, BB OMESRHHBIGER ORI, TOBBREHRDILLL T LT
RETED D B0 & TSI 09 4 i b) 72 U Bt st & 13 > 2 AREES % o

HESR 1
Stage I & I DFEBIFHAGE (favorable histology : FH) BIFIE Tt MeHEaE %~

HEFT L7IELY,
WRI—F (MRE - TESVAUARI) 110

Stage I/FH B3 & T3 T BEHRARZET 3.
WHRI—F (MRE - TESVAUARI) 1B

CT DHTHREHEN, BER X {RIRS CTIXER TEHEVIERENDLMBHDEECDWVT
(&, BBREICENTULIIELY,
BRI —R ERE - TETVAUAND) : 2D

1. ERENOfii2IRE

JEFERAO PG HIEHE, TEFRM I RORESEINTH 50 KED 1V & A JERAR 5
74 (NWTS) Tidstage I, TIZBSHBEBROBEIEITH S, Stage I /FH B3
T, ¥¥2YAF» (VCR) &7 27F /<4 (ACD) @ 2 HIFHI b5 0 it 17 5
TIRMBEBFOFEMIZL o TEARIZABEEDP TV EVIRHRIN TV, —7,
stage I/FH BFME T, FEHHE 108 Gy/6 5#IEHZ VCR, ACD & FF Vv v v
(DXR) @ 3HNC X ALk a DR L2 &, B 10 Gy/10 - EIM4HC VCR &
ACD @ 2 #C & 2 b 2 ORH L7286 C, MSOEBRRES MR ONS Y, ZoffR
M5, HURHIARIC X B BRI A BHE OB O 72 8 stage T T O FIEHA DO IS X
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10.8 Gy/6 T EIMHE AR I N TV 5, EIREIBH (stage V), WHEITEEFE (stage
V) TIREFEEDFHT stage T GEMEIEE W &G LEROF L2225 HE L7
W) OWE BRI RS Tb N5,

NWTS-2 DR TI1E, EHORITHEOEK L LT, OFBARMEE (unfavor-
able histology : UH) T 5 Z &, Q@BSHHRIGHEOBMGEAIBEL Y 10 HEL LEE L 72
Bty OMEHEFAARNHEY LGE, BRFONT Wz, Lo L, WA BIGRIC
BT, ZOHOBETUH I, HEMGEA10 HULEREL CTLRITBERIEEL 25
v ZEHHE SN JEEHRFTEER O FHIIART, NWTS T8
Gk X L BIBO 87% AT LT 57,

BT O IEE O (spillage) DY IOV TIEFERAD 50 NWTS-4 Tl
stage I DFHFTHERIISHBIZEDLET165% ThHh - 72705, I it stage [ THi s
Y2 HAT L e h o 727200 E EBENT WD, NWTS-4 TORFTFEISRER O 2 4E4E4F
HiF43% Th o720 —75, stage MTILFHIE3HI (VCR+ACD+DXR) & v & 4
PERBOMES HHIIL78% TH - 729, HEVNESAWI 7V —7F (UKCCSG) @
UKW2 Tl&, BT spillage 126 LTRSS (20 Gy) &AL 3 F o bt < BT
ZIRFTHIEARE SN TWBET . BHd NWTS 225 OE Tld, stagell /FH FHIET
X, JAFTO spillage 2% - Td 2 FPEALFFR T OR T, WEHREHER LTD BIF &k
BRI O N/ LG INTE DY, J{FTo spillage 123 2 KOG I L T,
ZLOHFATHE LTI S 2 WITRERH %,

2. LRMIMERIICH T DRSS

W X W TE MR A SN2 E121d, NS (12 Gy/8 70&) »°
RSN, ZOHEBBHITIRIFCTH D, NWTS-3 & 4 Tl, Mitxf % A3 % FHB3F
JEOD 4 AR BEFFAEAFE (RFS) 13 71.9% (&EFH 784%) Th-72Y. UKCCSG TH
FH B3 MR B Cld B 2 i 2 s LT3, EBV/NEA A %A (SIOP) Tk
WAL G 12 Ol & TSR BN 2 L 2 A I3 &M RS 2 A L Tw
50, ZOBIENETO 4 EMA XY MR (EFS) 1383% Th o720

CT ToOAMIN &SN, HEl X M THEET & W iliEB RO &S o &>
WTIEBIFEIC ST W v, NWTS-3 & 412351F 5 4 4F EFS (3400l 5 i 478 <1
89% T, AMifEATIEHIATHE T 80% CMiHMICHBELRBDO o7, NWTS Tld
SRR OEIUL, BHIICEEBREOHIICRRONT WS, HARY 1 VA AJEEA
74 (JWIiTS) Tix, CT TOAMMH S IHE X Mde TEL T & R ilifEB RO
2, RGNS % E3E LT e, Stage IV OJE BT ABli RS & I ERIR S % W 1247 -
7, OIS 2 REEAE K A D, BURREE LR Z SRR 2 52, il
WA & ISR IRST 2 T 54T ) B, ) 4 ICHRGT T % & T o0 HAGTIF O 5 7 % 45 O TR
WAL b iz, ML TT ) LEND B,

SRS L AL L B AHE L LT, BURBI % & ) =il e D FHE TR AT
FTHDHY, BEHIERIE % OIS 50% H B EAER I Tw b, NWTS &



CQi1ess

&1 NWTS & SIOP [CBIF %iaELER

NWTS-5 SIOP 93-01
* 2L g A= EYTAY P Y
stage == 3ER TSR A __ ﬂﬁ%ﬂ'ﬂ‘f(f’ _ P
T itk
I VA X188 — VA x4 VA x4 —
DIPPAY ] i A
I VA %1834 — VA x4 38 VDA x 27 # IE%‘T:&._ :ofilj
DINPAY-iT v 2
Fatk : 15 Gy
111 VDA x24 8 10.8Gy VA X438 VDA x 27 18 15 Gy
10.8 Gy BE &R 9% CR OH -
() 7t stage I @ 3 VDA x 27 938 ¥ TIHifER
IV VDA X248 | ) VDA X638 | 9% CR TZH W lEESER/
12 Gy fii e At 12Gy
(MR d H OB H) ICED x 34 38

*NWTS Jwil I3 b #Emn,  SIOP b F %R D720, LT LHRUETIE RV,
VIEVIDVRFY, A:T77F/)<A4YY, D FFVYVET Y, T:AKAT773IF, C: HVKRTFS5F v, E:
I MRV F, CR: &L

BRI - sZICLIEIXRER

SIOP DA 7 1 W 1TR T,

3. FFERRICxd 2 ATERE

WFER 0§ & it iR, SVRHIUIER AN & B SN B ICERE T 5. T A
PR 120 L TR DSBS & 72 %o FRRAE R T RS REDH & BRgTHRE 72 & TN
(LARE O I RARAGNEIZHEE 5 2 O T, BEGTHHEIEAEN 2 A9 2 {LSRH & o RIS
EET 22U ETH Do FiBITT 2 BUFHBEROBRII R TH 510,

4. FERARERGE (UH) [CHT2HEHEE

BT BRI SRR O R IZ AN B T, NWTS-5 Tl stage I @ 4 4E EFS 14 695% T
oty TNIENWTS4 TORME ) AR TH 72720, REVNEGAZ V-7
(COG) Tid stage I 1TxF LT & B #MIGHE % 0FH 3 28 L Wi IEO IR RER A HEST
hTdhb, BHMAME (clear cell sarcoma of the kidney : CCSK) Tz H 2
H O TR GEHRZIT) S RSN TE 720 NWTS O Tid stage I @
CCSK DB BIFTH o 7272, COG Tl stage T 12xf L CTHUGHRIARE & iifr L
BV LWIRRE ORISR ETT R Th S, BT 7 K4 FES (rhabdoid tumor of
the kidney : RTK) OF#H3td TART, 2WICEB W TRIEHE O BEHR G A R
LEINTWE2, TOFAHAMITEZWHEICIN T2V,

&7 4 —)V F : PubMed
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B IZ AR (0S) B ELTwRIZh220b 56T, HEICOWTIIML7:
WIRED e & 2 TIIHIZ TR 2> SR %0

BECH T DEEAIFHEILLTLEWLD, ZRHEREEDEITSND,
WERIL—F (MRE - TESVAUNRI) 1 2D

T 1% BAFHIEER (favorable histology : FH) BF3EMEDK 15%, BRI ENE 0K
50% 55T BV B HRIRFEE £ 7213 FH B3I CTHEAT L 22 ERNIE, —iRICH
FLRTLY, BROTFPEOHVARTH LY,

KE DY 4 VAR EREA Y T4 NRBAT V=T (NWTS/COG) TiE, H¥FT
DHIM R EIHIAIE TR E FHEEAZ L VE LTWDE?Y, L LEBR/NESASS
(SIOP) TiZ, Milfmsix, WS 1 EDNO LA L EDROMEEEREL D T
HBARRELTWD (BEEFHATY% vs. 75%)

NWTS-5TiZd¥ > 2 1) XF> (VCR) &7 2F /<4 > (ACD) O 2HiE#HBED
FHS8Bl%, HHETE I —VIZif-> T, WHEETHIVZERE OB, BERIGE,
VCR+ACD+ ¥ 7Bk ZA773IF (CPM)+ X FKRY F (ETP) %M L7
WIEL VA THB LTz BREGED 4FEEA X2 A (EFS) 1271%, 2AfEF
(0S) 1382%Th o720 FIINLEDMDOADIERTIE, 44 EFS1368% , OS 13 81%
T o729

F 7 NWTS-5 TiZ 3#] (VCR+ACD+DXR) {H#BHEHH 60 M2 HE 70 b a—
2> T, CPM+ETP & A VKR 75 F ~ (CBDCA) +ETP O bageik: & 1 RH#
%, BTG RE CIERE Lo ZORE, 5% O 44 EFS 13 42%, 0S1348% THh -
720 TIRIRENM O ADREF TIX, 44EEFS1349%, 0S1353% Tdh -72Y Ll by
5, FHMEFETHNE, MHBIC VCR+ACD+DXR DL ¥ X L I2 X 2Ab5k &
BEHERE TR E &2 LT Z ORI HRERICL VB TE ) 52 ik b,

ZWIHEIC stage T -IVIBEEA BT, HRTLETFHEARTH LY, T2, BiE
it 6 7 HUINOTS, &5\ Idfi 3 FAEHROERIEITFHRAR L bR TV,

R TR B O 2EEFERITAB% TH LAY, FHRIZOBEMTEHELSRL T
57, HREMEEIZAAAT77 I F (IFM), ETP 8 X 0" CBDCA &2 % 7%, 1
WHtEo#HmEd AN DY,
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5 R LSRR S AR E MR 2 47 5 {H T b T 31012, F 72 CCG/
POG (Bl, KEVNEDAZV—T (COG)) MDW%ETIX, CPA+ETP (CE #ik) &
CBDCA+ETP (PE#E) L2ZHIPHL=0L, Filiz s 2HBEMEMBL ¥
A YHHVS NIz, ERANE I L72AERNCIE CE ik & PE & 28I 5 [ O
W 5 BEFRAEFHME SR A B D ST, R O BB I EHRE B KO HR B ZE Y
Tz BEFIRITBUN GRS EE S N7z EXNRBHO 3FEAFHIT 52% T,
{bapsfbiii: & HEBHBRHOY 77V — T TEREN 64%, 42% TH-72%,

UM ANE (clear cell sarcoma of the kidney : CCSK) DRI I HIEHED
HECE VR DD, CPABIUCBDCA M L TWiahoa1E, BRIEBED
LYAVELTHETTRETH D, WiEBE L Lo HBIERNTH- T, JEHEE:
T RMEHEIC L A RFoa Yy ru—Lk L bicL Y A e LTCICE #E: (IFM
+CBDCA+ETP) X DHHICEH Lz oMb d 510,
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fbspgtih & B Rin i E E E  E R ) EICH S 5 —7, RHIFBIZE VT
Bex A ERBIEEZ D725 29 LA ELmIEE X —RICHYE0HE & Idh
%o MIAPHEE LTI, MMEERER ZRPAPEETH L. I 2 TRIEHIADHE
WZOWTHET %,

REISHECIE, BEE, DMERESE, FES, ZROPADREELFENETFSND,
BRI L—F (HRE - TEFVAUXN) @ 1A

Wall & PRI FEARIZIE, 272 OMB E IZIC X 50 By 2 m bk
BHRER 2 2 T WIS S PHED T E S £ 2 b TRHITIE, BEE, OIMAER
FOFEE, CRPADREELREPRTON S,

1. BEE

FREEIZOWTIE, KREY A VARERZASY 74 (NWTS) 70 b3 — LTS
N 3ENE 5,823 Blh, 55 BIICEA DA LNV, 209 5 30 FI 4l E LS <,
15 Blid—MPEIESS, 1 B2 BHERE Tdh - 720 BWD SBALIIET TIEFEY 21 7
HTH o7z WHEEEICB) 2 EALA25ERE, NWTS-1, 2 T164%, NWTS-3 T
99%, NWTS-4 T 38%Tdh -7z, —MHEELICEIT 2 EAREFERIIEL -7, BA
EOFENE, HHIPUENES £ 72 (X FRVEIES (3 A W R AR b £ < (24
Bl), Drash EfERE (1261, *HEICBT 2EHEOMERE GBI, BUHRE % 6 6),
Zofl 5 5)) Tho7zo —HIMIES TIIBAEOIRET HERIID o720,

T PR IE S Tk, NWTS OEBIFZEIC BT, BEHEEZ S0 s h: 81
Bl % 3G RN BB AE & SR A L 722 SBBRPYLfE 27 # HC, 28 Bl IRFEHE B
FO/ Fo3mE s VT F = MEEA AR L 2095 H 18 FNIHEEOEAL, 10
B EIEFAETH > 72, BAEOKNTIE, (LFBEOMEPREL L DICHEOH
ML EELRNTLEZ SN Lo ) b 7 ENIES I & 2 Bk, 1Mxs
VERA VUL AERREEETH 2P, WHMEEE ST AHARY 4 VAR
[R5 74 (JWITS) OEFTi&, 31 FIdh il oF 25358 TR T E 201
BTN 36%TH Y, 10 FEHRITIE 37% DIEBIAERRAERTE ZRL, 21% DIEBIAEN R
BRAEZ LT L LTy,
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BB 1M & BIR LT b, MRIE I LT 25 Gy 22 B, 6 7 AL
FREBLTHOEALZETERIT I ENH LY, Denys-Drash SEBEEE, WAGR i
B E 72 3B WIREM BT L AT 555 T, 225 20 4FERICBIT 2BFALTRE
|, K4 624%, 383%, BIUL109%THo720 ZDL ) lEREZESI LW
FrASEB]Cd - T b RN FE NI EE HIARE 5% (nephrogenic rest : NR) AF7E3 %
22T, BAEORBAEMREIL20ET33%ICHWEMT 5 (NR2BZFELRVWEAICIE
0.7%)%

2. DINEREE

DIEREEICOWTE, 7Y 894202 (FEFYMVEY Y (DXR) % &) off
HIZE D 9 o kAR LA LERAME R LT SR T 7Y, LIMERERAED) A
7 3FEHOBERHB LR ERBOLEIZL S, DXR CEFYHERAHE 303 mg/m?) #&5
ENBINE 97 Bk, 25% I/ BB AN ORIV T A TRl S Tnw59,

3. FEE

PR EIC DO W TIE, (bR (B2 Y 2F ¥ (VCR) RT7 2 F /<AL v >
(ACD)) LHFICH 3 2 BEHRIGHIC X D 4ET 5. NWTS o cld, BEENFED
FEAHIL ACD 60 ng/kg 5B Tlx 14.3%, 45ng/kg TId 37%, 15ug/kg TIX 2.8%
THY, —HHEGEOHME & DICEETFREDTERL TV,

4. ZxRHk

TRBADIEIZOWTIE, NWTS T, 5278 Bl 43 Bl ZIRASAD A LTz &
W AR ok — ML SE A 5.1 1, BEME LIEAEtE (SIR) 8400, F7z, ERER/h
WA AZEE (SIOP) Tid 1,988 Bl 9 Pl IR SA DA B/ (N T A — ME
#Ab3s 4 1.3 1, SIR4.15)', British Childhood Cancer Survivor Study 2 Ti&, &3
JE A A7 1,441 B 81 IS RS A DS A S L ize UGB IESS 52 61 (N6 o
A— MERALFEA 6.7 B1), FLECHIILNE 26 61, SPEEBEMEAIMRE 3 BICTH > 720 KD
ABRFERIE, WS 15 FERTL6% EMESINTWEY,, FEIH» S AREIE
% O RBAEEFEA R, 30 ET23% (14~35%), 40 F T68% (46~95%), 50
% 122% (73~184%) TH o7y RDVPADFARFREL & D ITHIMEMIZDH
%1012, DXR #45- & 35 Gy PL L JEEB A R % 20 72 234 B, 8 I RS A
g (NIEERE 3k — MEHE{BIEE 022 41, SIR36) LTH Y, DXR & JEEBBU
BHC XD S HIRAFEIMNT %19,

5. BaHRIESE

BRI X DA PHEE LTIE, BEHEREZT TOEUEEZRB L7234
BFICOMETTY, 236 (68%) \ZBUEHHERISERNT 2 L E 2 5N LEENALN
W7 14 B, HHAOF 4 B, KGR 4B, &REL6, B 0% 3 BlAEED b,
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F72, BEOBEEN6H, BUERENLFICA SN, TIHEBERER S 13 4
D) B APNTH SN, TR IS SRS 247 - 72 7 Bk 3 B2 A S, R
SHEF 2 5 O IRDSATEEZ 3 BN A ST,

6. RIME

B TR 2 2 7ERI TR, BEPORIMIEZRIE LR TV EW) #MEDTH
W, W OES LA A 5 1 F 72 75 BloE TIiE, 1661 (21.3%) T GFR OfKF, 54
(6.7%) \ZRIMLEAFRO S, 95 3PIDREEREZIRA L Tz,

BRI - BEICULIETRER
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AN IS O BRI b ANRES O WM EEATT ) Z EAE T Lwve ANRIES ISR
LTtz 9 U 72 BF 0 — R ELES A A B 7 4 YIREVNE AL (COG) 12
IVHESNTVDY, ZI T, FICEFEBREDOT -1 F 2 AT 5%
HLOSHG L 720

EBFEABRKTROBRICHNTDEBICIE, (1) BFEEFCIIEFERERADSD DER
2 (WAGR fEf#8%, Denys-Drash fiEf#8¥, Beckwith-Wiedmann fE&Ef) Tl&, 8 ®F
T3~4hBHCE, () COBBRFHAIEFEVGSICIEIRIID 2 F/-IEFE I HACTE, D2
FRIF 6 HATE, DEEEZHIRENHREIND,

BRI L—R (#ERE - TEFTVALANI) 1 2D

TR TRDZ VO TH Y, CT BAIIMEBHA X S 1 R 132
BRI RICR DA TH %o FIBIRI§ 2 WA & € OMATHEICD W
TR —EDI Yy FAPRHLNT VS DT TIE AV,

I E TOEBEIRE IR 22330 ¥ X0 (ERERIN % 0554 +
9HWHATEY) IEFHEHLANTHoLoWMELH LY, L LEFEOWLEITIE,
258 F 12130V F A E R RRESR (nephrogenic rest : NR) 23FEfFET 52 & (B3FE
it (nephroblastomatosis : NBM)]) A& HEDERETFTH 5 Z LA SN TV B,
CHC KB e, BHFERER CEFEEZED R (AR 63BEEFEELMED (B
fE) 18 BITHEME LTwa, HISIZAMTI7%, BRETH0%ICALNT, BHEET
O 1I04H (AR L2547 H B#) Thoioo BIHMEBETMIUIO NR
DIEAEL, BHREO IO ERIED K E o

3 IE @ doubling time 13 11~40 H & Z X ST 5705, JEHE (F) &
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1. “Wilms tumor” AND “relapse” 997 14

2. “Wilms tumor” AND °“ recurrent” 1,227 1

3. 1 x surveillance 253 1
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