R TOMRER Y "R G D1HEM Qe

TN T - QO TSRS - LYX

FRENFEY - DAH

TS LOX W

(a@oqy X LdD OUH X EV+ IX TV
wy ad X %08 J1 NI EBYE IT o[qeanoaey - HiEx | wedo| ¥
LaX X LdD
X oqre) BRI (B
¢ INHL+LAD | &3 "TY L) s
(@oaq) ¥X LdD-A LIX ‘OaH
wg ad CXHI| EXEeVeiff—EX8eY Al| ®lqemoaejun + HiEZw | welg| ¥
LYX M=
PX WHL-LAD €X DT 2. ouT] 31 e - H
X 1LdD - AR A 5% 77 T B
WAL | YDA VXOL| (EF% “Hi%) & Al Hiisk + HiEY | wmolg| &
gx oqIe)+dA ¥ O~ EFUW T2
€XHI | ¥ OAH X eV +IX IV
wgAg Fife) W it O~ H [N EY I o[qeinoae; . HWER | witdo| &
14X e - E
wg ite) ex | e C T Al | ®lqemosejun + BT | wedz| &
Be - &
X LdD $ert D DA T E Wy
W] 40 X %09 HI ‘% LUX 2 G Al|  d[qemoaejun + Higy | wpdz | ¥
(3W0d3N0) adeys [:20% il PO 28 ] CE
Ll]8+1-1 ¥ G L MEEBH | SSNI OANI| NOAW Tased | £o3 | (4T

MU —T ALY ¥
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A S BRI RS (BABRRIFREE)
SHEMRREE

MRIEREIC 1T B U R 7 ST b &3 AEHENTRIR ORESL & 3 T AAbds K UHTHEHT - 1a
FRIE DBRFEATIE

B EATIEIC X AR O TR TRIE T L LD trkA RIUCHT D5
SREE EAMEE TERFRFREFDELR K

WREE

wE - BE] T4 BIF AR NGF BEMMZ AR kA 1 TERET 5, SEINHE
BT BTSN iR EEY L I NATKT D trkA FB1% real-time PCR B THAT
L. #RFEOFHREIMLICRIT A2F AT OV THREI LT,

[%h5 - FHiE] YHERIC TRE S MREED 5 DIEFEY v 7V EIE RNA ME L
106 Bl &t & Uiz, 1K 76 B (5 b~ AR 60 #), 1mE L 30#IT, 55 MYCN
waEmE 10 T o7, PCR 2k TagMan probe ik ERA Lz, 7I7A~v— - Tu—7
IZ. oncogenic 72fEf % &> splicing variant T 3 trkAIIl OFBEFREE T, tHEFE
DAL - MIASEICE LS L &5 kAl - I OHZEFRET 5 & S &E L. trkA/GAPDH
B 0.1 U EDOB A EERB, TARFHELERRAL L,

[R] trkA RBUIIERM DN TV B FHRETF (. MYCNHEIE, DNA ploidy., #%#i,
INPC OWTh & b EEREBEBRICH oz, HERTICT trkd 3EREICTREZRL
+ 57 ERbhote, £, MYCN. £, trkA 2 EEBIZED R EEEFTIZEB N T, trkA
B LT RETCTHE 2 ERHALNC R, [BR] WRSFEICRT D trkd O&EK
ERBMNT 21T o TR, WERBIMLEITY 2L B TEL, SHBKE RERA TOMT
X ORREERMTOILENRD D,

A. AR

HREERTFZENE Trkd 13 THR R0
RISV TEVWERBALND Z LB
MoENTWD, REEREFOY 7TV
HIRIEIED L - BRIBHE L B o
TEY., MEEEO AL o o—E2HEd
AEBERRAFOVESTHBELEEZLNT
W5, TrkA BRBEFIIESRBIERIC< b
NEMEREL, BEOTEIFIRTH D,
AR TiI real-time PCRIZ X 5 trkA @

BRERBEMT LTV, TOTFREFLL
TOFEEI TR o7,

B. BEHIE

WHAER IZ TR 2 21 - iR SERERE B D 5
LRTGEEEY 7 LY mRNA O#fiH
NEAETHY roBEORELBOLL
106 il & %1% & LT, cDNA {Ef#% TagMan
probe ¥£IZ & % real-time PCR fi##rx k=
ofe, RNA BEDOEHEILDTZD trkA/
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GAPDH %8kt (PCR ratio) 2%B &L L
Teo KIEWTOTF 4 ~—3 exon 6 & 7%
flank 9% X 5128 F &, TagMan probe
id exon 7 D—IIZ hybridize ¢ 53%5F & L
7eo ZHUT LY exon 6,7 K< splicing
variant TH 2 trkA I IZZDRIZ X VR
HENRNZ LI D, KED trkA HS %
FREDIL L BARBHEICE D5 DIz L,
trkA 111 EES X —YERL2E L,
MR ZFIEMIARIZ X L oncogenic IZfEfT 5
EEZ LTV,

C. MR

1. trkA RBIEOBAR

trkA ®% % GAPDH kbt L CEH L&
A, B/ME 3.26 x 104, B KfE 1.98 x
102 |, HR{E 0.758 THh-o7-, ROC ghig
EERE L, BRE - BELLICEKRERD
R (PCRratio=0.1) #h v A7l E L,
trkA BBEBRR - BRBBICHEL, UT0
TR B otz,

2. BERFHRET L oEE

trkA ¥3 L BEATHREAF L BBz W
THEYT U7z, Spearman HHEMEHTIZIVT
TrkA EBIIEHREARICAOHEICH
ZEBIRENT, £, trkA BRBL.
MYCNFHEIE, BRAT—, T4 BIFEE
BB L A VBRI H A A LD E
iz (Wilcoxon fEHT, W1 $ P<0.001)

3. HEEMITIZIP2ERFOTF%
logrank test IZ& VW HERFOFRICHFET
DAREMEIC D ERET L, MYCN., .
trkA,INSS 5], JRERA&EL, DNA ploidy
DVFTNLEBICBROAFICES TS
EWRER (K1), #ROME 2 FrERY

HFRERTH T,

A EGIE 3 FATHR%) PE

MYCN <0.001
FEHEE 93 94.4
B 13 44.9

FEl <0.001
<365 H 76 98.7
>365 H 30 59.6

trkA R 5, <0.001
>0.1 86 98.8
<0.1 20 41.1

INSS Jm#i <0.001
1,2 0r4S 74 100
Jor4 32 61.6

B <0.001
=825 48 97.9
TER 9 53.3

DNA ploidy <0.001
Diploid 13 66.1
D1 44 97.7

4. ZEREMITORER

MYCNEIE, trkA FBL, E#IZ>V T Cox
regression hazard model {2 X 32T EfF
eI Rot, TORE, trkAIZzh b
ODRFOPTHMYL LI=FERFTHBZ L
PrEhiz (K2),

HF faRE 95% CI PfE
182 E 18.565  1.955 - 176.07  0.110
MYCN HEIE 1. 005 0.33 - 3.031 0.9926
trkd <0.1 10.439  2.167 - 50.205  0.035
D. &£

trkA ERMEFBEOTH 2 TR A E
BERRTFTHDE SN TER, EH, MOV,
IREARRRR /2 E ORFITx LISE L= F#
A+ LIIBRIN TR0 7, é,\IEL *%
EOBWRBMTEITO>Z &Ik b,
BHEFEOY X7 552175 J:'CEE&
TFTREFTH D ATREMEN, B—HEREm o
fRITRE R BRIB S N,
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ek D trkA FHBEHT DL AT¥EERR
FE (V- Tay b, ¥EER PCR 2
&) TIThbhbZ ENEhol, IHE, F
B2 PCRICZE Y trkADRBUFT 2B 272
STRRPBEINTHAEN, TDOEL I
ASEDOFHTICH LT trkd BEOTHRICE
2 DEENPSFHEish TV,
ZOUESOEBE LT, £ ORBMRENT
M trkA @ alternative splicing iIZ & V4
4% variant T X TCOREEZTFEROIZAT
WBZLENEZ LIS, Tacconelli B
trkA ® 3 -2 B @ variant (trkA 111) 73,
NGF FERFMICHEFEREEEZ LB, 20
o AR SERE AR I ok U HEAE - IRIERE D
MELEOTILERE L, ZD7D,
trkd 111 ZE&D71K trkA BHEOFTII,
AWEMICoE - BRBHEEHEL, T&
BRI BT D trkd HF D3
BELTLL-HLARWVWAREERDHZ, 4
EIDfEHT T, trkA 111 2Rz trkAT - 11
DRBEFIT L, kAR THEZ2THT 5L
THECEERERE b O LA HRER
ni-,

E. &

RO - MRS STV ENTET
A trkd @ variant (trkd 1. 11) ZEERYIC
LIRBEDORWREMITICL Y, K VM
2T HBAULRFIRE T dh 2 FIREMENS IR S
had, 5%, KR&ERak— b TORFNPL
EThiLEZDND,

F. ERARIER
BEYSY

G. WERE

FRBR

ZEAMER, R, BIFER, EHEEE R
ZAHRF, IBILRT, KEFEE, kA
T, MOKIEFN, HHEEA. HRFEOTER
FLLTO TrkA EB RRREMRITICED
HREE. 55 25 BB A/NERAFER 2009 6
11 A 27~29 B JH%EH

H. Me9fMERED HFE - B&EIRTL
1. FFERE L
2. ERFREBE EmERL
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BAFBRFNEERMEE (BABKFRFE)

MEFEICRIT DY A7 5B &S EBEMNBRORM L TALB X UHRLE - IsREOBERME

MREER Y R 7 2l
SHEBEE KEEX B EIRFERbLY— =E
MAEE &) A7 WEFEICHT 5 ZHRERBRFRICE O THRRFEBE > X7

LERE - FATL, TORREMAT LTc, BEINEE Y X7 REBORES T, HE

MKI 2R L7=, BT,

7‘:—
“o

$H7%3 poorly differentiated TF %3382 unfavorable histology TH ¥V . £ 25%78 high
WEIZTRIN TV LD $ GNB, nodular RV E BB LML
Role, £, PRV RS BY 27 b ED - HRFBO D IHREBE 2T A2 B L

A. BFZEEM

BOEICBT 2 HRFEOTRBERREILEE
RESERL, K PH. BYRIBHET, Zh
T 98%LL Lk, 50-60%, 30-40% D 5 FE4TFR
BHELNTVD, KEFICIITHOLBRBIT
REATNOTFRARREATET, Bleofz
AEMFRIRRE R TIEEA B 0 | TRIEREN b
ROWICIREBEROI-DIZIE, YR 5EE %
MIGS CTBRRENEE TH D, VA7 58
DI=DIZ, FTFEMFHIZH L & bic, RE%
HOEPEERMNELZ S TRY, BRER
Neuroblastoma

International Pathology

Classification (INPC) EERHSEMSERINT
W5, AR, BIRFREOREME b 72 2 RE2
WiZ1T O DO RIFEBK O X T b LK
A —EH L, BRI L O 2HR3E
JEORET — 5 UL - B L., FFRev 2B
ERBEOTDOREBREHELITO L2 BN
L7,

B. MGk

A AR IEENIE S L —7 (JNBSG) D&Y
A7 HREFEICHT IHERARRICBIT PR
JREBW S AT A BB - EHET B & L BT,
FRIY X7 ARY R 7 OREFNZIT B hir iy
DHY FITOWTHRFTL, FEV R, &Y
A7 DEPI L ZD R IIREBWI 2T L%
M Lic, TOWMKIT, BEHDVIIREEFD
A T7F—AF-arker bzBELELET,
PRIFHEBUAO 7L 15— b (2 TOELD
HE LA L RRUBZENLOREE S LT
— b7 ZEMNKREERE Y —ICRE LK
INBSG Rkt o 7 —~ikft, MBS C, ok
5% (tyrosine hydroxylase, PGP9. 5 %) %
T, PRIFEZWE (ENREERE & —
FIHEF. HRNBSLZ & HRREASHE, 8
BERYERXZFIGEIEY) 28,
Pathology
Classification (INPC){Z9€-7/-2Wr& F L.
ENRCEDSNTFHRHEEZITo 1=, FAIE LT,

International Neuroblastoma

—220~—



SLDOFRIFEBWED > B, bl &b 24
DEBEE Lo T, 2L L. BWiERE+REE
v H—F 0 MR ~EE U, POURERRE
FER A ITIC, WRFEEOAMRE, MEER (&
{LEE) . MKI % &k & OB# AR L7z,
(B ~DER)
BERRRICYEZ>THHONLLHBMED
BVEIRERICH L, AT A —LFark
v NEFER LT, JNBSG O RFEBETER -
EWIC Y 72> Tk, EMREERE V¥ —0OffF
HEBLICHEL, KEEH/

C. WrERR

2009 4 11 H ¥ TIT JNBSG |28 &k S N7 JER]
138 filtf 116 1 (84%) . ERIKFABR (RIE/RFTHR
1, EYERGTER) BeRp] 61 B4 56 fi(92%) T
PRURERNTEARNRE S, BRI
neuroblastoma 96 f, ganglioneuroblastoma
(GNB), intermixed 2 ffil, GNB, nodular 11 i,
ganglioneuroma 3 ffil, neuroendocrine tumor 1
B, BRIEEDNR+53 85 DUVITEEFER & TR T
EIRVRIE 3 BITH T, BEHI 116 F1H 106
%, BREERBRZINGI 56 B 54 HI TFHR I N—
Rt (favorable histology, unfavorable
histology) MAERETH o7, THIN— TR
DEMINTERVERE LT, BEEEDY 7 v &
27 —FT7 77 MO, 5EER MKI A3
HETERNZ EDBBT O, &Y A7 O
KRBRICBMTHIEFEZEE L TDH20, 13
A ENBESIEIT poorly differentiated type
THY. FTERHEIX, unfavorable histology
Tholz, BEHFID 25%7% high MKI TH o7

B, 1~5 BRIE CIXERO AR stage (3, 49) LD
B 50 R BB D o Tz, & U R U REEF
BT EEBUE O P RIFEZYL, FDTO
KL TH DM, GNB, nodular RINFETEZD
NTWEEYbBNEeBEXLON, /2, —8

DEFAICEVTHEBABZEAZH VL
fluorescence in situ hybridization {%IZT
MYCN HEIEHIE - BER 21TV, £ OF FEDHER
Ihiz,

D. BE
INBSG D HRIFERZHT S AT Al NEFIC
A&, EMFEEEIC LD INPC EEESBIC
SWEEOBRWRERZKT — BB LN, -‘rizih
EoEY A7 HRFEOREBEMGE OEEN
iEbT%B#&&otOW%rﬁ%%Eﬁw
—ERIEL, 2V ABBHBATET
29)07‘:0 GNB, nodular NP EN TV LY H
%<, BENORRDLIETH, BRI+,
I T\ o 7= H[EEME & GNB, nodular
MEMLTWDAREENRE X BT, GNB,
nodular X RZWr L MEEXZET & O—BENK
WEANZH D, ZEOFEEZBRKRE, REECR
BIRDILERHD EEBZ LN,

E. #&#R

INBSG (2i) B8 U A 7 FEEIC 3T D BRKR
BRICBIT AT RIFEZWIRE R ML, BBE
KRITDE Y R 7 WRFEOREBEHERS 2 H
5HAMZ L7z, GNB, nodular A FABAMCEZ N &
BHELNLRY, 5%, BIKE, WEEIZEZD
GHEZRBIEDILEENREZ DN,

F. REARER
(SHEFFRREEIIIERAETIC, RIS
B LD TEAN)

G. FFARFER
TRCFER
&HERL

2. BRHER
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D) bt JBITEA, BEAM—ER, EiFE, £ L

BE—, FHEmE, DRER, =ERE, &)

Z, )R, PILTESL, ESHE, 5

EE, BILEE, KESE, Hig TF 2. EHFRRE
M. NEHERIEE 2052 Hli 1T A FE 2L

BUBEHEE DRRYT. 8525 B BA/NESAES,

T, 11 A 27 B~29 H, 2009.

3. Foi

H SEBEEOHE - SRR (FEEdl) <L

1. RS
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WREEOTATICET 2—BR LA TV b

e * o BRI IRAR L
EERAL | WXSA VA | EBESEO| F OB 4 |HREA | H0E | HERE R—Y
mEE 4
ME B |REFE L OB, NEBPAEE |~ EKE 2009 (116-122
A HETE fi
EAZE— (11, NERA 1. LR BB R RRELE  PRE 2009 |266-274
WilmslEE ORE. [TEN BTTIT 4
2. FRIFREDIRIE, ANHA R
3. HEEHAREDHE
S
R Hi—  |[EREE BUpssE [EhBMRBIERED K 2009 [292-302(*)
il — it
HERS * BRI IR L
RRE K4 XL A DNVA RFHL | BF| XV | HEF
YuM, Ohira M, Li Y, High expression of ncRAN,a  |Int J Oncol 34 1931-938  |2009
Niizuma H, Oo ML, Zhu Y, |novel non-coding RNA mapped
Ozaki T, Isogai E, Nakamura jto chromosome 17¢25.1, is
Y, Koda T, Oba S, Yu B, associated with poor prognosis
Nakagawara A in neuroblastoma
Miyake I, Ohira M, Distinct role of ShcC docking  [Oncogene 28  662-673  |2009
Nakagawara A, Sakai R protein in the differentiation of
neuroblastoma
Ambros PF, Ambros IM, International consensus for BrJ Cancer (100 |1471-1482 [2009(*)
Brodeur GM, Haber M, Khan |neuroblastoma molecular
J, Nakagawara A, diagnostics: Report from the
Schleiermacher G, Speleman |international neuroblastoma risk
F, Spitz R, London WB, Cohn |group (INRG) biology
SL, Pearson ADJ, Maris JM  |committee
Delloye-Bourgeois C, Netrin-1 acts as a survival factor |J Exp Med 206 [833-847 [2009
Fitamant J, Paradisi A, for aggressive neuroblastoma
Cappellen D, Douc-Rasy S,
Raquin MA, Stupack D,
INakagawara A, Rousseau R,
Combaret V, Puisieux A,
Valteau-Couanet D, Bénard J,
Bernet A, Mehlen P
Suenaga Y, Kaneko Y, Positive auto-regulation of Biochem 390 [21-26 2009
Matsumoto D, Hossain MS, |MYCN in human neuroblastoma [Biophys Res
Ozaki T, Nakagawara A Commun
Wetterskog D, Moshiri A, Dysregulation of platelet-derivedMol Cancer |7 2031-2039 2009
Ozaki T, Uramoto H, growth factor B-receptor Res
Nakagawara A, Funa K expression by ANp73 in
neuroblastoma
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Yoneda A, Osugi Y, Kobayashi
Y, Fukuzawa M, Hara J

high-risk metastatic
neuroblastoma treated with a
novel treatment strategy
consisting of postponed primary
surgery until the end of systemic
chemotherapy including
high-dose chemotherapy

Hematol Oncol

De Preter K, Vermeulen J, Accurate outcome prediction in |Clin Cancer |16 1532-1541 12010
Brors B, Delattre O, Eggert A, [neuroblastoma across Res
Fischer M, Janoueix-Lerosey [independent data sets using a
[, Lavarino C, Maris JM, Morajmultigene signature
J, Nakagawara A, Oberthuer
A, Ohira M, Schleiermacher
G, Schramm A, Schulte JH,
Wang Q, Westermann F,
Speleman F, Vandesompele J
De Brouwer S, De Preter K, |Meta-analysis of neuroblastomas|J Clin Oncol. in press
Kumps C, Westerhout E, reveals a skewed ALK mutations (*)
Lakeman A, Hoebeeck J, Van [spectrum in tumors with MYCN
Maerken T, Laureys G, amplification
Schulte JH, Noguera R,
Delattre O, Janouiex-Lerosey
I, Kogner P, Martinsson T,
Nakagawara A, Ohira M,
Caron H, Eggert A, Versteeg
R, Speleman F
Ochiai H, Takenobu H, Bmil is a MYCN target gene  |Oncogene in press
Nakagawa A, Yamaguchi Y, |and regulates tumorigenesis via (*)
Kimura M, Ohira M, Okimoto [repression of KIF1Bp and
Y, Fujimura Y, Koseki H, TSLCI in neuroblastoma
Kohno Y, Nakagawara A,
Kamijo T
Kaneko M, Kaneko S, Suzuki |Prolonged low-dose Cancer Sci 100(1 {2193-2201 12009
K administration of the 1)
cyclooxygenase-2 inhibitor
celecoxib enhances the antitumor
activity of irinotecan against
neuroblastoma xenografts
& TFIER PIEEREISER B (H/ a5k [45(7) [1065-1069 [2009
ZIRE SR 3 RIERE
RS IEDRES]
&FiER, KINER U e - MIEER R & |H/MNARsE 46(1) [57-62 2010
b 782 o TR - T RE R R A
RE D 145
EFHiT. &FER X— Ry ABHEE FREFE VNERA 47(1) [98-104 2010
&5 S OSBRI PIREI 555
AV /TR (CPT-11) O
NEFE 1
Hashii Y, Kusafuka T, Ohta H, |A case series of children with  |Pediatr 25 439-450 2008
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observed in diffuse liver
metastases of stage 48
neuroblastoma

Fukushi D, Watanabe N, Kasai|Centrosome amplification is Cancer Genet 188 {32-41 2009
F, Haruta M, Kikuchi A, correlated with ploidy Cytogenet
Kikuta A, Kato K, Nakadate |divergence, but not with MYCN
H, Tsunematsu Y, Kaneko Y [|amplification, in neuroblastoma
tumors
Tajiri T, Souzaki R, Kinoshita |Risks and benefits of ending of |J Pediatr Surg 44 2253-2257 2009
Y, Tanaka S, Koga Y, Suminoe|mass screening for
A, Matsuzaki A, Hara T, neuroblastoma at 6 months of
Taguchi T age in Japan
Tatsuta K, Tanaka S, Tajiri T, |Complete elimination of Gene Gene 16 240-251 2009
Shibata S, Komaru A, Ueda Y, [established neuroblastoma by  [Ther
Inoue M, Hasegawa M, Suita synergistic action of
S, Sueishi K, Taguchi T, and |g-irradiation and DCs treated
Yonemitsu Y with rSeV expressing
interferon-b gene
LEEZ, R, ZEFHEAR B ANENAFES B VNESA 47 146-52 2010
Fryvar mEIEEcst
T HEFHNRIRE  LERE
T
Susan L Cohn, Iehara T, et al |The International Neuroblastoma [J Clin Oncol [27(2) [289-297  [2009
Risk Group (INRG)
classification system
Misawa A, Iehara T, et al RASSF1A hypermethylation in [BrJ Cancer  |100(2)[399-404 2009
pretreatment serum DNA of
neuroblastoma patients: a
prognostic marker
Tazoe J, Iehara T, et al Unusual fatty metamorphosis Pediatr Radiol [40(5) [777-780 2010
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H4-CO 524N X EREETHE
DI

BRE BN S S 50N R
25xH : SHEMRR.

(LCH)

FLdk—1Y, FLFzvaoy (FL =V
7L k=vur®) REoLHRREE) % 6~12
A REITS 2 A%\, BARTIEHAR LCH IS
2 & % JLSG-96/02 iBFEIFE Y Thh, BRI HI
ATV, MS B CHRIFIC UGS T 2RI T
+ BB L CidE s e . 1
HHSUARIITREE (B0 RERITLE L
oncologic emergency D& )7 & %) ZE&E{Th
Nz, FaE LIRGEELY BV E LTiddThbh
VAN

BEREFE

EIMEE - FFE - BCEELGD B PIOEGTFRIIA
BT, Ihoz) XU L5 ) A7 &R
HdHY, TGRSR ROBIOEGRTRIZZD
DTARRT, T 1 FLPNFBTET 5, Fhlst
OB OEGTFRIIEFTHHD5 SSmED 1/3,
MS ®E® 1/2 OBNIFERS 5. BRBIIIZLUTOX
3 BRERAE LD 2 LAWY,

BRTH-TEARLICL D, PIFRSVESR
BERNVE V72 EOSWBEIIE M T, REE
RHERENE LS, RAMECS L TEBRIRS NV
EVOEREBEILETH D, IREPEIRE-hE-
FLzeke i - BiPEEERIE S SIOREDD S PNIRAEE
OREBENS L, IhbidhFEMZE (central
nervous system ; CNS) U AZRZEE Lidh b,

FHOBRR IR ERE L &7 2 &

HY, $HZCNS Y RAZFEDOD BPNTERLET
%, BEEMRI T, /P KBEEREDOEANIRO
TN CTh o NIRIRRP A REEESE), WeT
M, MWARZML, BiRh EOSHRIERIREBICH
BL, JEMHEIETT 5

BRI X DRI BITRHEHE, TREERZED
EIENBHIRE DL

PoosAkliaE (LT PRV ) ICX2R2MEH
PG & O KPS ADTREIRES LT 5,

B &

1) ik MERCTAEIREE S L. L - BERL 57 (Suppl 6) : 1-8, 2008,

2) FA— | IERAOEEIEOSRE S i - 7R 57 (Suppl 6)
9-15, 2008.

3) KAIE— : S IRETAEGRE ML - B 57 (Suppl 6) : 109-
115, 2008.

4) SREE IER AR OB IR NE, (R - [5F 57 (Suppl 6) :
70-78, 2008.

5) SR | BREATERTROWRE. il - KB 57 (Suppl 6) : 79-85,
2008,

6) #4595 : Langerhans cell histiocytosis &% CAIEFOMR. ANEHER
R 58 : 1807-1819, 2005.

7) HEHT, 1T T ARIEREREOS TR, NESH 39
1380-1384, 2007.

8) HHEAT. fii: Langerhans cell histiocytosis. BIRFREHE 25 : 323~
326, 2003.

9) THEET  JHAMT v v AN EREREDORR | Sz
e, B/NRInSEE 21 - 281-288, 2007.

10) BHEHE © 5 27 v v AHIBRSRE OB A BE & BhEEE. B

/NBIRSTE 21 : 289-295, 2007.

(FNIE, HEEL, &k B

PRtEFRE

neuroblastoma

i T

TR RIS R B X ORI R ET 5
JEEC, NEOEMEE S U C3AInE, RIS
WATE, BARTIIAER 150 ~ 200 AFREDFEE
b b Ewvwbh, FOKXEGML 5 R T ORI
ZHET D,

TRESFIEA T 5 RIS BIH & ORI
NS YHEEERSROMRER D O R4 T 5720, e
Ak OMBaARESEEO AR L Z 2 S5
(F4-D@). HESHEOH S0%ITEIFFICREEL,
Zof, FEER & HEROTBAMERRI TR TS (B
4-D@)",
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4-D@ WHREFEORLERH

RIEHE CXBRMERICHET 3 HBRHEOME Y 5 R
FENIRETBEEZSNATVS,

SRR (<1%)

it (19%)

&8 (53%)
ZER (27%)

B (<1%)

4-DO MHEIFMEORELEIRA

REER

iEIR - 1REFR

S ORABERRPHEFRRIIOWTIRIZE A
EHILN TV, Lo UEIEC T 2 HiaE
B, eV a2X 7NV 7 (Hirschsprung
disease) RERMEFREERLEREICEPHT 5
HREHE (WThd EbHTIh) TIRAREMERD
BIETFREIEET 2 L OHEND 5,

HAETIZ 1985 5 HEERGICFLIER D HEE
BYAR2 ) —= U FHEREN, 1 ERBOALR
R IEAEHICHM L 72e —F, SAAZ ) —=
YUTRELRLLHEINTH IREFBAXTHLE
BafE) EATHRFEL BET APPO O, 1
RENEDEATHN DOV TIZBP R RO T3 E
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PIPRREE 2 EORERE 23 5, F UMM ES)
KRR THREIEIRE T5 2 & b D2 MR HELs (1%
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b) E51LE (poorly differentiated)
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4S. RBHOES (RHI 1, 2A, 2BICEY) T &HEBH
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gl 1. 2, 48 3 4
wom - Vs ES=L
e NSE (MEERRI/ 5—+4) <100 ng/mL 2100 ng/mL
MYCN Ot =L &)
DNAR — RIS, B 2 5tk 2 ik, 415tk
| BRBHERORE (1p—) =L Y
1 BRBERROKE (11g-) %L Y
17 FEREERROMM (179+) L HY

EZORBARPBEETORELR LT, BIZEB, %
M, PABEF MYCN OB ) A 2 5338 & ihik
HEORBIZEETH b0 MYCN OBRIIHEESE
JED 30 ~40%icA SN, IEHED 104 (10 2 —)
P EDEIRIIFEABRTCTH 5,

B, WMREFEEFRRTOMAEDRICE D&
VA7, HEYRZ, BYR7O3IBIIHESR,
YA Z IS U1 G Th L5,

Q"
“~
1

K R 2 MRS IEOGRGEII BIFC, Y 2
7IZBWT B BT REERE;E SN TY
bo LIcHioTIRY R 27, WY X7 otsfET
KGRI L B2 A BHECBERA DRE L BT 5 & 5123
BB LDPEETHD, 1 BRHOHRH1~30
WESFETIX, MYCNEIRZ: & OFHABRRER T4
RIS, FEHT & RS LSRR O A S b
TTHEMMTONG . BENESITHERIhTyh
EFRRRIIEMRTE B, TR RO IL
HIGBHEOMIRE~O M2 i T 5720, K
FORMEZEHUIRT S & 9 2P T, B
Ao TV T OISR NRIZ & X 5, J5IC
BIABRO T BRI B WIET 4S TIES OF ML
LHMREERCH, B SOl EICH k%
PBET B R LERCEBY VSR H S
BiaR, MYCN O¥IEE (FLIEFID 2~ 3%) T
TR U TR ETT ) o

=75, B R FREEEIE TR, LR

(b « BIELATE 32 256, 2005 X b —ERdez)

R4-DO WEFEOAERE

£ ® | m @ | skdEm
<1 1. 2 3. 48 95%LL E
4 70%
MYCN #BiEdH Y 40%
1% 1. 2 95%LI E
3 75%
4 30%

(ibF3Y : BIIES 43 32 257, 2005 & b §1)

BEHRE, S OB MmN % B -kt
LR & A A bR e GBI T bR
%o DAETIZ 1980 FEROFEHEL h MiRFIED &
W—TREPFEHSN, P/ akAT773IF (v
FEHU®), ¥SAEYY (FIAEVLE vy
VEY®), TIERYF (RFVF® 52579 1Y),
VATSF Y (0¥ TVTS5FUY) mro
SZRIGFARRE T RO & T A RFMEES A X < sk
L7zo SRRSOV CISEI LR 2 1T o 1218
T N OS] DY IR TR ¢ 1o ALY =5 30p)
BRIZE ED DN/ ThH Do HEHEHREIIN
HRGTPMT R ERETAS SN, SE MR 2 B
L7-BRR b HBEIEE ) X 7 WS o%scE
BEREEE L5,

FATRRAE

HREFIE OIBIRRIS 7 NV — TR DS
E<HLEL, bAEOEBRBEHRIIICIZ BT 3 ik
AR E KED T (R4-DO), 1KY R 27 DHR

% 4 T L HE B OB

—232~—




IERE T 5 AEEFEDTB%LLE, Y A7 T
70~75%TdHY, BYAZTH 30~ 40%BED
SAEAIFEIEB LN TS, L LY A 27 i
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B 1%ICERD NS,

HERR

BRI ABIRRENFEESID DY, oSk
KEBEEHTHHEELRE . LizdoT, BHFiE

—233—



INEDADGEEHE total cell killDBERTH D, E2BEOLEE LS, BIEATH i
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Wilms fE#%13, >KE National Wilms' Tumor Study (NWTS) DEMEALILERERIZ L v, B
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te . Wilms’ tumor

? focal anaplasia and diffuse anaplasia GRSBEES5E)

§ clear cell sarcoma of the kidney (CCSK : BfERHIFIRNE)
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