Japanese Soci ety of Pediatric Henatol ogy/ Oncol ogy

INBD A A1 EELS 118123, 2004

Lo g 40 20 28 A% 28 28 28 28 28 28 28 28 T8 2 S 2R SR S SR ST SR I e R e SN S SR S S S SRS S e e S e e e e . -l -

TFE 3 BE@ S ZE D /NEBERMIERE 2 #l D
RIRIRE R, MRELEN, 0 TFEWFE R OB
—AF WIS B —

Clinical, histopathological, cytogenetic,
and molecular analysis of pediatric renal cell carcinoma
with TFE3-associated chimeric transcripts

—The first Japanese case reports—
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BT & RS -2,
INEEHIE IR TH B7-0, /NEBHIEIC
BB OGS, MIERFEF RICE T 2l
Dlamorz. UL 1980 ALK, /WNE / &H4E
R N\ B MR R A s E M R R B R, I
HH Xpll2 ZLBOUM A & T D B fafKig B
t(X1D(P11.2,021), t(X17)pl11.2;a25) 73 & it
INEYD, FTORERE, t(X1Xpll.2;:a21) O YW
nS PRCC-TFE3 BA BT, tGG17)(p11.2;
q25) Mm% ASPL-TFE3 i & & FA 70—
yanEY., TNETIZ 5 DO TFES Bt & E
fa¥& TFES#EML T EAHRMED ™ W TFEBEIL T
M5 L 7= Alpha-TFEB @& FA 7 0 ——
STEINTWSY, BERFENZ SITHX17)(pl1.2;
a25) & ASPL-TFE3 @i & & 15 T3 i SR &G A
ETHRWEZINTWVWBEY, Zn&EI3BNIT/hNE/
EHFERRN B TR I LB IR R
TEHEEOHENENI EARINEY. &5
IZ TFE3 M EM S ERTF& A T 2 Bz 354
7RG 2~ L, Pl TFES HifkzE A= g
G THEMBEOENRBIEICRE INS Z ENHRE
I, DLEX D /NBRERAZRE O —BIT R N '
MR & Rz S E R EAT R, Mtz RT
ZEMHSMhE R o, UL LEHMSIZINE
TOHEIATFEIHEEMABLETORKEEOE
MR DOEIT /A, BRI INETIZTIFDOE
MR ZREBR L /2. 20D b EERIARDRE

SEF] 1 Hematoxylin-eosin @£k E.
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JEH] 2Hematoxylin-eosin %40 #4.
RT3 AR & ¥5 D i M iE O fa BOR AR B KRR
NS0, EF 1 X O KBAMEREICELL -
BERT.
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& X O reverse trascription-polymerase chain
reaction (RT-PCR) ik 72 ' iZ PCR direct
sequence %% HWT TFE3 B &8 T D ¥
BoOFE, WHAE S ZFHXZ. PCRES NTHE
Bt A1 B % 12 B W 7= primer {1 primer ASPL, 5
aagtccaagtcgggccaggat-3” ; primer PRCC, 5-
gaggaaagagceccgtgaagat-3” ; primer TFE3, 5-
gtttgatgtstgggcagcetcag-3" Tdh 5. ASPL-TFE3
Bl G i s T O EHZ 1 primer ASPL & primer
TFE3 % M\, PRCC-TFE3 @& & T Otz
{3 primer PRCC & primer TFE3 ZHW/=. &5
WIEG] LIZBAL TIEE O G /N> R ERMERE
R HiT -7,

v # 8

(1) 2P A
JEG 1 H I N AEBERITNICER 2.3cm
DOEFABE L EEERENH D, BLHNICEEL

TIREEALERPIZ I Fr W EEL 72, fLRESERTIC
W, BEBIS A & EITHIBERLIR O B Ta ek 2 £

DEGMEORERD L ITHABERBENSZD,

R IMERE G IRAL 2 £ > Tz (X 1A, B). fEE
MR B PAR I BRRICIRE L TR0, BRI
U REICIIEmBE S H > /-. JLTFE3ilkE H
W= R T 50% O BB ML O A Bt
WZHE I N 2. TNM % Hi 43 $13 pT1apN1MO,
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RT-PCR EW7 )V ESKIKBIDFER.

L—> LER 1 NREBH > ho—)b; L —2>
2EM I O —Jb; L — > 3 %
1ASPL-TFE3 PCR E#) ; L — > 4, fE#| 1IPRCC-
TFE3 PCR E#; L — > 5 fEH 2 NAMG D >
fO—b;L—2 6 ER 2D FO—IL; L —
> T, 2ASPL-TFE3 PCR EW ;L — > 8 %E
5l 2PRCC- TFE3 PCR ¢ #);L- — > 9,ASPL-
TFE3 Bt > b o—)b (fg B AR 8k P s 1)
;L —2> 10,PRCC-TFE3 [t > b o—)L (i
R/NBBHIARERD; L —> 11, TR~ —H—
L —> 3I¥EH| 1 @ ASPL-TFE3 PCR ¥ % =
TN R (EH), L — > 8IZHEH 2 @ PRCC-
TFE3 PCR EMZERT /N BNH S (KHD.

stage II & | = 7=,

FER] 2 @ JFFEBIZNFERIC BEFE B o if B 2
BEEMA & EHT S 105 X 7.5 X 5.5cm OEE T,
PRERE ) > NEIE R AR T 16.0 X 12.5 X 5.0cm |
ERL Tz, BEREELSICY 2INHEBS BRI
HLRE AR & & ITHIEBRDIR O faik 2 D iEg
MoK, EEK, AEREENSKD, #
Bi/MER R IRALZ k> Tz (X 2). #i TFE3 ${
Rz W G TR 30% O fEE Ml 0k
MEBHIT g a SN/~ TNM % 28 pT2
pDN2MO, stageIVEHEZ S5/~
(2) MRIERY: / 5 FAEYFHORAE (J3)

SEF 1 BB MR R o BT D RS SRIX 46, XX,
t(X;17XX11.2;:025) TH o7, RT-PCREIZK S
fi@AT Tl ASPL-TFE3 &8 T TH o 72
WEE S 2N/ & T A, PCREYINL ASPL &1ix
TDexon7 £V L& TFE3 BIxTD exon 6 &
D TFHEMDN inframe ICAE LU ZEEEH TH >
7=.

fE 1] 2 : RT-PCR %12 X % fi# #7 TiX PRCC-
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TFE3 @i & BB TFHBEMETH > 7. PCR EMII
PRCC EBZT® exon 2 X 0 ki & TFE3 #izt
® exon 5 &V Fii &N inframe IZ@E L 5
EMTH 7.

vV & 9 B

/NEE IR T, NEEERED 1.8-6.8% %
HODIT\BER WD, MG, WERIE TRIC
BL TIE, AABMCE SR —OPSEATRA S
NTE/, LhL, TO—EE Xpll.2 2@
U R E TS RERELELE TFES BEEM S BT
ZHL, AR ANEMCE S R 5MEZ R

DT ENMHSMER DT,
TFE3 BE@ G E TIXEERECERE 2B S
ZLTWBEEXLNTVWSY. TFES EIx T

EYI DNA #5E8E R+ T N ¥md 5 activation
domain, basic helix-loop-helix DNA binding
domain(bHLH), leucine zipper dimerization
domain (LZ) ##fD*?., ASPL-TFE3 @& #IzT
i3 exon DA EHEIZLD 2 BED variant 73,
PRCC-TFE3 @t & B 1A FId 4 LA L O variant
MH DM, & T TFES #EzxFH¥D bHLH &
LZZRFELTHBOD, ZD2DDHEER A1 > M3 E
BERECEETHDHIEEAONTWVBHY,
PRCC-TFE3 Bl & B FISEGIEHELREZ B,
BEAEMiaA DB AL K0 BEIREREE & IR L EE
%#/R9 Y. F/z alpha-TFEB @t 5B TFEMIZIT
alpha #{=7T® 31— R #EEA /8 <, TFEBEERT
DEI—REHOBNERDIENS )N—KF—
BLRFOTOE—Y—%S Lz TFE3/BEET
HOREBROFBTUENERE R EEEDO—-DTH S
EHRINTNSY,

/N BB BRI REE O R R0 A RIS
L T Renshaw 513 24 il 19 FIASALSEIREE &
2792 (CABEREMLE T3 LY.
WolXED 19 HlZMaEL, RAFLSEREHRE
FEIZHELL 7= adult-like type & /N EERRAIC
W20 3 Ay,
voluminous type, neuroendocrine type {25317,
R 75 B N B RIRE R &3 B 2 R G & R T/
WBABEERANBIDRD B EERLEY. ZTHED

collecting duct type,

(121)

SHAOHIZ TFES BEM S B TFORAE D
EHifgEmAE ENTnwES EEZISNS. B TH
voluminous type {3 BN IEERNE-TDH 503,
t(X;17)p11;,025) 2RI EENINICEENTSH

D+ FRrxOEF 1 HINITHLT S EEDNS.

TFE3 BH#E @& B 5T DAL 2 £ 5 Bl i iE X
R IMERR G IRAE, —EBICA 5 N DK Ruk %
B OEEMEOAEROE N ENKHEETHD L
TN TWBY, BARE 72 AL BE IR B M f I Tl
TFE3 B FEBERIIAVWEHEZINTHD, /h
VR DOWRL/IMERR A KA 2 £ S W BAMI A8 [ FE I L
7-61A TFE3 BAE At SR T DR & S B Hllfe
FETH DAREMEN SN OT. & DER] 2 1354)
WHAHIFZE E 2 Twin, —EHicRon b
BRI, WRDMERERAIR{L/2E 13 TFES B E
BABLT OERE LD BB ICEN G e
EZZ6N7k.

TFE3 BIEM & ELB T DR % £ S BAdE O
ZWIIHBEORBROA TIIRETH S,
DR TH TFESHIRZ HW = RERENAERTH
BHEWEINTWVWSY, TFE3 BE#E/M & &R T
DR 1 S BHIBZHE Tld PRCC & % Wik ASPL
BLRTfo7OE—4—%0 L =RETLEND 572
%, TFE3 BIZFEY C Kinz #9291 TFE3
FuAZE AW - B TSI O RS B 1T e
BINDEEZONTHD Y, HBAD2EHMTDH
Biticgmang. Ll TFES EEMAERT
DR 2 £ S B O W & 22 W12 1 e 15 i i
BESHTO Xpll.2 &xEDOHEE D L <I3, RT-
PCREZHWERMEELGTFOBRENLETH
530 o TRERIHORETH L <IZEOR
RO DFHHEAERERENEE L.

TFE3 B EM&E R T OB E 4 S BHEE,
MO ETETFORBICKVET R DHKG, Mk
BERTEREINTNBDY, Argani b D
£z & B & ASPL-TFE3 @l &8 = Tl B 4«2
DS 3:5 T, 4E#ME 2-17 %, EREKEICIZEH O
U NETERBEAY, HERERNIE KD BT Rusn
¥ TH2Y. 7~ PRCC-TFE3 B& & TR
BB LAY 417 T, F@wHt 9-64 % & ASPL-
TFE3 BBHEFNZEEE L TEW?, EERRAMIZIZHER
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ETHETIEID 20BN EREO TSN H O, M
FHNTIE, K0 KM IR U 2 AR R AR
MEMmEINTNDY, FaxORER 1,2 ORERERE,
AR S DM EHMRERL TnhaEEZS
N5,

TFE3 B#E@ A B LT DR R E £ > BEMfRE D
Y2 EESHIAS M EN TRV, |EF D
% <IFEMRITE 2T, —EIIIFN e 25 3h
TWBMN™, 3L D filE AR RIS
FIBEDNEIR SN B NETH 5. ASPL-TFE3S @
BB THEEAIERNS U2 NE BT 52
ENEHRINTWDEOTY, U2 NNHEHRED DWW
WS MOIRBEENSHEELEEZ 5N, PRCC-
TFE3 gl & @z FEEEeNE L 0 B OR G
MUREEEDLNS. RABITIRIEZEAERASN
TSN FRGHR S R R G AL AN DR Z % /NG
BHAEN AT SRR T 2®mEDH D,
TFE3 B#@ S BT DR E LS BHEETH
BatO RN H 5. stage VTH DT A< DIEHF| 2
DORBMSREEIND XL DI, IFN BEELZHER
ThHuaEMd H 5. TFES MEEMAEIETFIE
B &2 20 REMICBEL TSR OREINHE
TH 2, FEEHBEAELRE OREEEDRTO
RHIH 5.

TFE3 BIE@ A B R T OFRE (S BRI
TFE3 gt DO S /NEEMBLE D 26-
A1 %2 H5DBEWMEINTNSY, L LUEFIE
3N DODY Y —T O FEMENIBR
AT EHIE ST S B k< Ed 2HFN
WAL 72, 2 REBEINS K951, NEE
MR \c BT 5 TFES BEHER & & n Dk %
IFOEBDEFIZISITEVAIREEN D 5.
o2 VI ARG, BT HUORIAY 72 2R BRI A & I L
F= MRS B FEE 2 O /N R B IR = s L /-
P39, FREEIE D BERED B DIER B K Rz E
EFEHNEREZREDLEHINTHDS Y. Inb
DT EMBREINDL DI, HUAERDO/NEEH
A I A & Rz 5MEBRENERERDL
EZZ25N3Y. f-> TNEBMIREZRAR &2
<Fl—DfEEE L THD 2 E3@ES TN, 4
%, MRRE & B L BRI/ NERE O

N

1H BEX

NFE
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MR D FTREtE & SRy, SR MR AT, W
fERikfR7F, TFE3 BEMSBRTRRELZITD
DENRH D, o OFT R OEEANEE i
DEYIRE, TROMPIIOBNLEEALN
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