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4 %% 3F IE (neuroblastoma) @ % & (%, Pepper,
Hutchinson, Wright ® 3 ADJLEREIC X D REZ L
722, 1901 412 Pepper & I1ZFFHE & BB 056K
WHE 6 Bl O HE % 1T o 72, v T 1907 412
Hutchinson © 238 &5 O R H 7 B %
H L7 # L TI1910 1T Wright 5 238 & T
neuroblastoma O & % fEH U3 OS5
ML TW5.

[HRRFIE ] LIXBFIARICHV O, FhudH
MFER L oEE LT, KEOMZEFE (neuro-
blastoma) & ## #¢ & 3F J# (ganglioneuroblastoma)
K OS2 & JE (ganglioneuroma) @ 3 ffi 38 % # Rk
T250TH5. RETIHLEFZOMKIFEL, M
JEECH A HPREMEFE L XHT 57-012, K
M MR 3F E B JE B (pNTs; peripheral
Neuroblastic Tumors) & FE#R3 5 X 912 % o
7:1,3).

MREFNE L, BAEMOMER (55t
i) (neural crest) & AEIR & 3 % MRS M AT AL
PO TIERBLL-b0 L EZ N, BB
BB X ORI RAET AR B HEE ©
Hap'Y.

FASEEIZ/NREREIEEE O CREE IO
WT% L, BERD/NERADHFD 10~20% % &
DA, TAYATIZT7,000 NBAIZHL 1 ADE
ETHEAL, ERK 600~650 ADFAEMH LY,
HARTIHAERD 2 OBAEEEIRBEI LT

AARKEEZIRNEHF RN R 2T T

( 46 )

A, HAMBEFEMIE 7V — 7 (Japan
Neuroblastoma Study Group/JNBSG) ®f# 4 @
Ty — b RAEZEPSOHE TIXERMIC
90~130 61, 2D 5 BLEY) A 7 MR EILEH
50~70 BIRE L E 2o h2Y. 7207
Children’s Oncology Group (COG) ®# gl Tl3 &
WOY— 27 I3HAERTH D, 1KRMIE36%, 5
AT 89%, 10 MK T 98% % DB,

| I e

TR IE DIF FEERAILBIFF T 656% % H, &
DAMIZIAET, BRithE, RERE, BREEL ORI
HRECTH D, EAET3: 20HEETLEIIZ .
e, EEE OB, U CoNH, RE, IRESLC
BOLNDL. WK, WEED D \VIIMEREO®RE
bHosY.

L ALOMBEFBMIMBEL 7373 (K3
IV, TRLVFUYY, JVTRLFY V) REE
L, ZORPRBEWTH LNV Y TFVE
(VMA) &FE/N=) VB (HVA) % EHFLEHR
TAhHID, ThEEE~—» - LTHETE 5.
F oMb omRER L ) 5 —+¥ (neuron-specific
enolase : NSE) 25@fEE 252 & 50D,

RPN IRBOMBE L, s uFUIlE
L Z LWHITE 2 5 7 2 /N O MEESEH R
O T eMERE»S 2D, ZoOMICHEEME
DT 5. MR, RoOMb2a RS
EME L 72 MR ASRIE T 5 b D TH L.
FEEIEE, T L THREMENS 5D DTH
5. BABRHZES/NBEEZHEKRSEEZERSET
X, MEESFE (B — MIRRMERY - TR MR A,
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HARET S IE (LB - R - K5 fERY), fkE
HilE LTV,

Beckwith & OWFFE 2 5 MAEMICIZZ KD in
situ neuroblastoma 2SFEL, ZOKRLEHIIHR
W E 72I3THB L, R o T —E SR NE
WCR2DDEHEEEINTVS., HRTITbh~<
ARAZN) ==V TRBIOME Db, SAAZY
—Z VT TRRAINI-MREFED ) EH L DI
BARBHER LA T 5 2 LB L2235, L
PLLIERE (H2VIE1R) UETRHESNLE
Bl 203 LA LDORMITHEITLTBY, 4k
WMERFHERTFDIARLZ L% L, HBEEIME
ThHhHIEHREN,

1970 FFACITBAAA S MM & kGt S LTV B BF
00, BAETIE, PHRLIBFBICEELTCHLHA
F 2%, 4 W, stage, W B MM 5,
MYCN, DNA ploidy, % & & £ ¥ (Ip—,
llq—, 17q+) &3Ez 5hTwaph39,

Brodeur & OMRE TiX, MYCN 23#1IEL Tw
LB L 3EAFRIE, BEoOMREECIZEh
Fn0/64-100%, KU XA 7 BEHRBE 1 & 2 T
31/772 - 90%, 4S Tix 15/190 - 80%, HEATHIT
(& 612/1974 - 40% T3 5. Shimada & DRES T
i3 Favorable Histology (FH) 329 #1 Ti* MYCN
FELEWE 325 B - ¥E1WE 4 51 TH %A%, Unfavorable
Histology (UH) T 243 #l# MYCN FEHi g 164
Bl - IR 79 B TH o7, MYCNHEIREZTRbD
TFHERARTH 525, FEWBEILT LD TFREMHT
X%, UH O Cid MYCN BIEHEE (3 JEHIE
JEE X 0 BHICSSE S AMERNCH 0, S LS
RoI$, high MKI # 23 258055 5V,

DNA ploidy 7% 3 5D EE 1T 2 51k - 4 54k
WL DNA PAREETH 5720, MBROEFK
O RIEFEIZAFITH O, BRI 5 RS HEDS
HBwiEbhTwb. Flow cytometry (2 & )
DNA & # #3793 5. DNA index (DI) =1 i dip-
loid # XML FHARTH 5D, FH Tl

schwann ML 2A% 2 kD 728 DI=1 2% 5139,

Il BRRRAEIR
FRARRE KA I3 S B AL D BRI & B REIR & 78

(47)

WX BRERDDH Y, Fhn& R - WX D
B A Thsb.

FLIBH R oREHNIEZ < 2SBRBHITH D ERE
ROV, AWRHOT AR ) —= v FE AL
— A HEISEIRTH o 72, 4S BITIX, BN
BRI X BRI EIR & F N X B EREE D
72O DONREHERE DD L Z EDH 5. H#THIC
X, BEEEE, BRI, RBEL oM, @
BRORERE LTOBETER, &, IRIKZEN,
HREE i, &9, PAEE, BT o o6nh5
B, FBED L O E R RO BEIREREAMAIC L 2
HERICTEEROZI LD S, FFHRLERE LT,
Horner e =8 % opsomyoclonus, /N1 & 8 2
T B CITEHEE N OJER M2 X 2 MR,
JEE,POEAEINEHITFIT I VICLLEELS
FREIMTE, MEIEESMERRTF FEAICE DK
BUTHZZESRONLZ EH LY.

\Y

&
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WIS £ 72 1 3B R ORAIEREZ TV
HFBAMSRARATIC & 0 AR A S S
b, HHVIE, BHRECEEMEOERE )R
EN, ORRM VMA % HVA 558 5 2 EET
B, REEEOMBSHRE Z1Th T
MREFEHE L CL v, L2 LS EAE L
T, ZHEMEL, WEIHLZRET L7201
VELREEOAY PN FREATZ2RET 572012,
REEE (bHVITERE) OREIEREZITI R
ETHAH. SHEMIZ X 2WBEB WL 2RI
EDHEVWNELRGERH Y, AW FEN TR
HFORENTELNWI EHNE L, MEFEIS
DEBEEOEE D EOED SN WY,

MYCN 2 ¥ — %% DNA ploidy 7% & D414
WHEWTFREFOBELITI Z&2%, VRAZ 58
X BEBHEORECILETH LY.

¥ PR AR 22 B9 43 #0132 International Neuroblasto-
ma Pathology Classification (INPC) 25 E B ) 1242
BPTHL. I, MEFEMLOEIC, &
T IRF4E 5, Schwann M fE D 33 (stroma), i
i o 55 fL #2 B (differentiation), 4% Hy EEARBE
(Mitosis-karyorrhexis index) (MKI) ZMBRL,
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MOoR B O L T i

Ganglioneuroblastoma, intermixed/ Ganglioneuroma/

Neuroblastoma/

Ganglioneuroblastoma, nodular @ 4 #2455 L,
EHLIWEFH OV —F L& L T Favorable
Histology Group (FH) & Unfavorable Histology
Group (U 20T 5bDTH B,

V RENHE

SN F T B AN BV S B E
4> 38, Evans system, St. Jude Children’s
Research Hospital and POG classification 7 & 2%
fER SN T E 7228, BRSPS I R FE ] 5w 1
47 38 (International
System/INSS) (E D) A»EH < 57,
WIZ B TOREBEEE DR,
sk, & 5 WIS E OIF 5L T 5 2K
MR OREEE IR - 72N~ DETERB OBV E T
H, TNITIEEHD XK CT R MRI 2SLET
o, SHICEBERCEHEBROMESLHAT, 1
-123 metaiodo-benzylguanidine (MIBG) ¥ ¥ ¥
T34 —=KPFTc-OmBYYF7774—0
VETH5H. FHEBORBEICIE, HEEDNREOH
% & L T International Neuroblastoma Response
Criteria (INRC) (& 2)%HW 3% G103 AL 2
BT OB E TORMERRS 1B & A 2 G o
BRAEMRALEL ShTWw5?,

Neuroblastoma Staging

9 B 5338

=1

PRVRAY: T v

VI UXUBDEE

MORRIENE X, EilR, R, REENEE, o1
EFREELEICIDF LS FBEPERS.
DI OEFRROFHEL LT, WYPTFIZE S
W OO FHREFEEAGDEZ) A7 5HD
VEWPIREESA TS, YAZIZTHREDREE
WX DRI A28, FEY R B, BY A 7RI
SHETAI LN THE. IFE TITHKRRK
THEDOY A7 EFMREINTELD, B
B2 By 72 #% — 4038 @ B % (The International
Neuroblastoma Risk Classification (INRG)) 2% 4
WX NEHHESNTVESY. S5124%I35 T4
WHETFHRREATZHARAZY X7 5EFBIR S
nazeeEz2oh5s. RENGZY) A 5ETH
5 COG DY) A7 HETIE, 4l e INSS %45
J, INPC ##& %%, MYCN ¥iE o F 8K O

DNA index XD E3I DX HIZHHEL T
21.10

>
LY

VI $&RRS

HE 312 X % FEREHI T C I 88 ) A3 IR 3 70 5
BEA /N ES & RO, B OoSE, -
AV 7RE7 7 3D —EE, BB RN & R
EaETIhs, IhSOEMNIIZERD BV ITHE
WAL Z FIH L T ita o BT HMERED 5

AR N N = 59 B 2038 (International Neuroblastoma Staging System/INSS)

TR

TE

1 FRRMES T, WIRMIZZESWE. SEENREERAIAM. RO Y8 8ICHBREN BB 2 D v,
(BREREICEL, —#ICUBREh) Y 3HEREH->TD Iv)

2A

2B
XD ¥ NEIZERRE 2 RO R,

FRISHEES T, WIRMICAZEER. FERERGICEL ZVERMY 2 S8R RICERE 2 D %\,
REBEES T, RIRMIZEE T 723N TEER. FRESICHE L 2R ¥ A EN I mE 2 R0 5.

3 YIBA RO R MRS <, B Gl 282 TRE. RUORFRY) Y BomBEAH. 23 F
BFEEORBUNES THE Y > NEEB LR 5. F0d, EPEEOEE THMARGEZ B2 -mHEE (K

AHE) 2, WHIY VSRR E RO L.

4 WhLRLBERBEETH LD LT, EBY Y o8H, RO T3,
Tw5b., (4SEEK<)
4S

B, BRI, RE, MoORESHEEL

FRBEEES OFil 1, 2A, 2B) ©, #BIEHE, RO £7:03, F BARICELNE 1IRRHEOBEOH).

HREh ORI A ML 10% KT, £ LINNH 4 THS. MIBG ¥ v F2Thih b 7% BRI~

DML

Brodeur GM, et al: J Clin Oncol 11(8) : 1466-77, 1993. X v 5|H

(48 )
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F£2 ®MEHEHRHE (International Neuroblastoma Response Criteria/INRC)
ETif JRFEH R B
CR R4 L fEEaE L
(complete response) ATA—=NT I AEEIEEL
VGPR 90 %-—99 % it /1> A L

(very good partial response)

PR

(partial response)

MR

(mixed response)

NR

(no response)

PD

(progressive disease)

AT a—=VT I REERIEEL B
VUFTOEREIBREL TV TL I v
(MIBG ¥ ¥ F i L Tt
E 570

50% LA _EfiE /) 2 W REFR A A% 50% DL _EfE /N
ﬁﬁﬁmﬁ S EAT 50% DA A
PR OWMERIL 0—1 2°P7
(MBG//%T@%@@%@LTw
ThEw)
mEOHB R L
FREEBLIVCREBEOBEWVEREIZBWT 0% EENT 2RE2HD 5
FIRFIZ M DFRE 1T 50% i D FE/IN R 25% A DHE K %2 7R9
PEEOHE L L
REB X UVEBEOBIZETEREIR, 50%RFBOMHNR 5% KiioEk%x
Ry
HIREDHH
HHVEIEFEEB L OCEBEOPEINREREICB VT 2% oMK ERT
HREEBD D
LI BROEBBIREDOH /-4

CR, VGPR, PR, MR, NR 12D T3 EZR!

RSN ETORBERZL TSI EPRLETHL. PDICEHL TIZERIC

BRONTFNPOEF 2 LIZIRETH 5.

Brodeur GM, et al.: J Clin Oncol 11(8) :

: 1466-7, 1993 & D 51 H

3 COGY AT

&) A2

1.
2.
3.
4.
5.

BEDFHm M DH§ INSS 1 1)

1 ARG O INSS 2A #1 % U 2B #

1®&LLET, FHG @ INSS 2A % U° 2B #

1B ET, N-MYC ¥iE7% L o INSS 2A B 08 2B #]

I RARWT, N-MYCYWEZR L, %> FHG, 2 >BEIREK DNA Tdh % INSS4S #

BRI R 2
1AM T, N-MYCHiIEZ% Lo INSS 3 48

1M ET, N-MYCH¥IEZR L, > FHG ® INSS 3 8

1R T, N-MYC g% Lo INSS 4 #8

1R T, N-MYCHIEZ L, 232 fEKIZHEV DNA o INSS 4S Hj
1 R T, N-MYCHIEZ L, 7> UFHG @ INSS 4S #]

1.
2.

QT A~ W

I

[u—

S U W

mURAY

1R ET, NMYCHIR®H YD, D UFHG @ INSS 2A #1% O° 2B #
BEOFRE MDY, N-MYC HIgaH H O INSS 3 #

1 %Ll EC, UFHG @ INSS 3 #

1KMW T, N-MYCHiEdH Y o INSS 4 #

1 PL o INSS 4 #]

1 KT, N-MYC ¥0&d 1) @ INSS 4S #]

FHGINPC T favorable histology group, UFHG,INPC T unfavorable histology group

LD WIHBEAWTH 5

Castleberry RP. Eur J Cancer. 33 : 1430-1437, 1997 X W 5|11

(49)
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WG THEMFENREZ BT T ALEXH L. £
REE<—A—L L TOMEITFTI—NT IR
VMA, HVA R L2 HERTHIENAERNTH 5.
NSE i3/NHEMBEE CldwWIhoEETcd
ATHIEVEHLH. TRV LEDOEE
WEEFELR EOFREEE L O&FNLLETH
;3)1),3)'

Iy #*

FhEHRET L dEE L FFILHEY %2 8k
Thb. TORD)A7GEEHEEL, VAT
LIEBEREERREL, L0 EURIEREORRE
PREIENTWS., HRTIRY A7 5EITRZE
WOBETIED 5, SHRIGEBREOERICLY
LELTWLLbDEEZLNSE., 5DLTH 1M
AP EdH B VI stage 4 H BV IE MYCN H3HETgE
LT A MRREEOFHIE, BRHENKE/LE
BEEZIToTDH3IEEBBEEAFHAELLT
20~40% BB E . RECFEEROELE
HERNEEHL2CIEHMERTHS. BUET R Y
# Tl COG D) AT HHHITED & 3ELEFE
EEBEYRZBETIONE BBV RIET

70~90%, B RAZEETI0%BEIERLTWBY,

HASKE L COBRBEREIRI S 2 TidZw.
p=y:-UoF )

MRFIEOBRBIDEI L D Y R 7 12D W2iE
EBE AT LN T E 2. BAED COG Dik#E it
R R 7 BETRARIBREREEBIE, Y X
7 BETEAR R &l O, B X 7B
TIXEFNEBRILEE Y, NRIRBRIC 2T
MR e b & K bR + BRE MM
BHELOCHESHREETH A, BRICBWTH LLET
XD IZIZFARDERFEHIVPTERON TV 5.

Y A2 3BV X7 BlOERIIE R
RELTRAMNBHEIBRZATS . SARHERE R CAI R
REER, HAHVIE6~12~24 AR OILFEEE
PRI 25605 5. (LEREICXPBEELINZ
L EKABHEZ VR TAENWTbNRT
W5,

¥ AROVEBRMEE &7 LEREBERERS L

X

(50 )

TWAHHEITIE, MREENLEREZ X B QUE
LA IR SR B 5 D % S 5 720 12 Aa1t
ZRERITOREXTH D, #RIEHEROBE D
AW ERFEREESIEFE SN S, HESYIERM
H B VITHBEHERE L D RSO EERREVHFRFTE
BH, WIhd ZOHOICFEBRENLEII R ST
0, BRPBILFREOERILE L VEEZRD
ncwab,

X EFHICXT B EEAE

e OMBICL VHLPICENTFEARET
GEFR#: M - MYCN ¥ iE - UH - DNA index=1
k) REOEYACMRFEE, BAELRBEO
SR MM EALEE S T 20~40% TH Y, FHrzhk
MR EEEORBEVFUICRHEBETI N TS,

U R MEFEO#ITIEIRL, BREH LW
I LFERERICHERICERT LRNL A SN,
BRI OBKIZTTRE - B - ) V3 -
JF - R - BMRE 2 Sl amICiER - BT 5
BEsHD. T, EFNEEIRR LIERE K
TTERLELTD, BREBETCPOBRELADS
ZENE v, EETIRERERINCTT 2508 K&
OB EISER L CTETHBY, MDA Y IR
FERH 2 S OFRILWA L CTRizvs, £ofb
DICEREMBERVERE 2-oTETWS. BE
BB B K B LR AT E S 5 2 4F
PRIZIZE A EDOFENALN, Dk 5ELL
Fieb2yERBALRLY.

BAEHXRKTIE, &Y R 7 E3FEIc L Tig,
W R R B A RIS TR M E
AELRL, B - BHEBERBHANEZ L, ERL,rleR
LB 2 Th v e ARG ORI E & FIW
ENBT EhD, EBRBICER D ICEFEA LS
# % (induction) SBIBE I N 5. [LFEEE L2
— 24T o I2tk, REERE L L CHRIIRTE L O
RSB E 2 AR bR ITV, 0
BmAb U 72 b 8ik 0 H 5 Ik B SR K2
SRR X % HulE o B (consolidation) 2479
DWW, ALFRELELTRIATSIFV - AN
RKTIF2 70T AT77IVN - AKX 7
IF-ZPMRYF-EUVZYRF V- EFNEY
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Ve RFRVINEY IR END 24 ERIRL, £
NS E2MAEDLE THHT %5 4 OLFREETH
PEREINE/INTWS., FokEbEEL
LT, BHEFLELTHFIDRLTWEDEA VT 7
S5+ T MRYFN+ BINVEKTSF U OMAED
B2 & % MEC #E (CEM B R 7 ANV T 7 &~
+ ANT 77 OMAREDLEICL S BU/Mel #
EhETHD. TBLIZOWTREHERDL VE
THAHA, METIT TBIIC X 2EEE, BEMH
Mg, FFHOEIRBEERZ SoansEts, KE
B, WOWBEEE, ANE, ZRPA R E OB
HBHEOERUDNL, AHFBOATGOZEOERL
non-TBI {2 & % {G#H A FE A FIICHELT L T
B
INODOEY R MFEHFEIIN T 5 i HREEIC
B HIEHENTRHREIEC X 5 R AR ITIZIE
UL TWB. KE®O CCG-A 3891 K KER D
KEACFREBRED T — 7 Tld, 3 4FHEEEAfFE
13 34+4% T, IERBILFHEER TIT 22+4%
THHW. 7254V RUAA AD NBIT EiIE
RERD KBILEFERO T — & Tld, JEMME
HAFEI A1 47% (95% CI38-55) ¢, FEKEAL

FEEBE T 31% (95% CI 23-39) TH 212, —F,

HARMNOHME S NS 3FEMEALFE S ITRMAE
30~50% DHIFALZ B 1)

MEEFEZ2 S OBIEROL L WHVRETH 5
MNREFEE ST RIZEEEHARERETH
D, CEZEAR S N0 7 £t R 3 R R PR
FPEVEBRIITON A ENLET L VEE LD
b, /NREEEEIIEREIAD R L, R4
FEEIZ R A E DLW -DPIIFEZ R OB
BhD. BHERTOMLE OBREBICE DN BT
SERBDSD LT ECHEI 2T -5 LNT,
Ld 7F— EEIATHER DTV, HERK
BOM L kR FEES AR R TH 5.

ETHEFEOFRATIIERBEOFRIIES
ZEW. HETHIFHEFEICEETHY, BEBEOR
BB . Fr 381 Fr B G R ki o B
EPEINTNAS,

HAMRICHRE SN TV L FHREH] - HEE

{2 & Topotecan, Irinotecan, Fenretinide, 1311-

(51)

MIBG+ ASCT, Tandem Auto SCT, Allo SCT,
Anti-GD2 monoclonal antibody 3F8+GM —CSF,
Demethylating agent (Decitabine) 7% E43H 1} &
hat

X AERTHRORBANGEES

HERTHROBRMMMES REZ7 0 — X7
yTENS L)Y, ERGZHEE L CHER
ENTWE, ITRHICIFEIRES KBREE, 8,
fBiE, BT OB HREE, HIRBRREEEIC T E, R
PREREE, A, BE, HEE HPIkE, B
P, DS, MREROEE, Sk BH
58, WHARNEE CRPAL O A
DORE L H DY,

X %% &

AT, MEFEIC DT OIEER OB
W& &, MEATHRESFIE ST AL FRIEIC OV T O
MR ZBAL7.

X ®

1) ARERfRZE L TROIBMESZEZ T L 7.
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PA, Poplack DG, eds. Principle and Practice of
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3) HAMEZS/NBEEHERSHEESmE - AR
MEGRAMR A 7 — 7 b7 X5 28, MIEFEHEE -
EBESMEINPCIZ X % - E 1R, &K, T
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5) HIE, b MIEFER 7 ) —=> 7  NRHA

DR, R, RFEE—RE, BEED v—F N,
KB, ppl35-145, 2000

6) Volchenboum SL, et al: Progress in defining and
treating high-risk neuroblastoma: lessons from the
bench and bedside. J Clin Oncol, 27 : 1003-1004,
2009

NI | -El ectronic Library Service



Japanese Soci ety of Pediatric Henatol ogy/ Oncol ogy

7) Brodeur GM, Pritchard J, Berthold F, et al: and 13-cis-retinoic acid. N Engl J Med, 341:
Revisions in the international criteria for neuroblas- 1165-1173, 1999
toma diagnosis, staging and response to treatment. 12) Berthold F, et al: Myeloablative megatherapy
J Clin Oncol, 11 : 1466-1477,1993 with autologous stem-cell rescue versus oral
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10) Castleberry RP. Neuroblastoma. Eur J Cancer, rate in patients with stage 4 neuroblastoma with
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neuroblastoma with intensive chemotherapy, radio-

therapy, autologous bone marrow transplantation,
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