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oot odmogn

gz014000000

100000

B SR BUE B RE (myelodysplastic syndrome @ MDS) % 1982 4@ French-American-
British(FAB) 7 V=7 OREIZ X D EH LIl LWEETH 5 Y REEIMITHBNT
MERWEDH3H 0, B THEE MDD D, 3 MERRFEO MBS RIETEERT L5748,
MBI D 7 o —F V7 5E %2 MDS E#EFRLTH D, H—DRE TRV, 72, MDS
FAPEA IR BT 5 a0 R B BT A IMHEIRE) LB oh T b, HREB £
B S MITTE 5 TR,

—MC MDS 3R FICZRL, MNATEO VRSN MWIKBLEEZ ShTE D,
RIEITH T 2 BHLOmRE D & & SIT/NNLOREFI SHIML TE 72, 19974, KAV o Ti-
tisee IZHB W TH 1 /N MDS HER > » AR U7 LHBHA T, 1998 4F 12 13 E B A4 46 B
Bk M (Guvenile myelomonocytic leukemia : JMML) 7 —F v 7 7V =712k D
JMML O Z Wi HENRE SNz, EMIZHE TS 1997 4E1T H AN MR F2 NI B i 2
JEBGERERER Ha (MDS ZHS) B3 E L, /NI MDS 0F&n85 o5 £ 51278 -
T& IV EHTNEE, NLIZ B O T RS 82 AE R (congenital bone marrow
failure syndrome : Down fEf#RE, Fanconi ZIfil7E EMEEND) - TR I 5 DB
2N EThB, T, BHEEH 2 EHAEAREEN (BAE) ORBERISEZ 5
K MDS O & & —H, IMMLIE—RXEMDS D13 5D 1 # 5D 5 K& 7 IV—
7T, ARG FEMENBHELNE LG TS 5, RAERBRZZHHE S D/NELO
MDS %, BAD MDS &RFNICH > TIODIIARHTH 5,

MDS i} U Tid s ifilgeis (IST) o &, HLWaEbRAA o TRV 508, BiE
DEIARTOHRMIIBNT, BRMlEBMOANGEEFON S HILEZZ 5N T 5,

1ooooo
HADHENT & 5 &7, MDS O IR/INLO A FIIED 8 %T, HARKT 14EMIC 50
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~ 100 BIAFHET 5 LHEdI S 5,

INIMEES IR E > Th, BMIPAHBET D IChic > TRNESEA DR
Wi, HATIEMDS ZELLD/NEMDS OZMOTF5&Y 2R d 5 & E 61T, /D
WMDS Z2lio/cdDt s IV E 2 =2 Tbh T 5, HLL MDS S WER A5 £
D, 1999 4E/ 5 2006 4F % TITEER S 117z 445 il 222 filhs, MDS Lzlishic”, B
128 B, ZcUd 94 B, 4E#RIZ 0 ~ 19.2 3% (PRI 4.55%) TH - 726

KHA K54 13 MDS E2Wshic 16 mRMO/NLE NS ET 2,

EEN FABOOOWHOODOOOOO WHOOOOOO

FABOO WHO O 00O 199900 000 WHO O OO 20080
MPD MPD MPD
0O O0CML oog902200000 CML |008902200000 CML
MDS/MPD MDS/MPD CMLMDS/MPD
0 O CMML OO CMML O O CMML
0 O atypical CML 0 O atypical CML
O O JMML O O JMML
MDS MDS MDS
ogoooad ooad
HORA HORA 0 0 RCUDD 0RCC
O D RAORNORTO
O ORCMD O ORCMD
0 ORARS 0 O RARS 0 O RARS
0 O RAEB O O RAEB] RAEB-10RAEB-200| O O RAEB] RAEB-100 RAEB-20J
ooooo O O 5g-syndrome O O 5g-syndrome
0 O MDS, unclassified 0 O MDSO unclassified
0O O RAEBT AMLO O 0O 0O 200 Owith AMLO O 0O 0O 200 Owith
multiineage dysplasia myelodysplasia-related changes
omMbsOOoOoono OoMDSO OO MDSOOOOOOODOOO
Myeloid proliferations related to Down
syndrome] TAMO MDSO AMLO

CMLO Chronic myelogenous leukemiaCdDCMMLL Chronic myelomonocytic leukemiallRAC Refrac-
tory anemiall RARSO RA with ringed sideroblasts[] RAEBO RA with excess of blasts[1 RAEBTO

RAEB in transformationJ RCMD[ Refractory cytopenia with multi-lineage dysplasiall RCUD Re-
fractory cytopenia with unilineage dysplasiall RN Refractory neutropeniall RTO Refractory
ThrombocytopeniadRCCO Refractory cytopenia of childhoodO TAMO Transient abnormal myelo-
poiesis

000800 wHOOOOOOOOOOOOODOOOOOOOODODOOOOO ooooooooo
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FAB 7348, WHO 43081, dGIW WHO 8ol E20 0 1TRd, AR ZH.O0&E LT
1982 FEIC FAB 2 iR &, T D% 1999 FiciRE s WHO 455 ¥k Uiz,
WHO AT, /NI O AFET AHEEGHRKE L UT, IMML AR E L TRD
SN EDERIKRE L, UL, /NETEESFERIEAIGTEZ I (refractory anemia
with ringed sideroblast : RARS), 5q- iR TE NI &, ZIMEKREEKZLES IS
PEIMBRIRAAE (refractory cytopenia with multilineage dyspla : RCMD) @ EZAAI
Z &, BISEEROANIGHEIN (refractory anemia : RA) & 0 M/MREAD, IFHERRD
MBI LR E, lAD MDS EH#ENH D, WHO 2HOAHMIIAHTH 7o 20D
7%, 2003 SRR DT 7V — 7 i X b O 0 Rg/NIE o s B iRIBE hic ™
Down AEfRFFBA AN U, RAICBA L T2 RMO MEKHD 22T 5 Z EAWNNLTEZ W
72, refractory cytopenia (RC) &) B MEEEI N/, ZOFERITZDF % 2008
EDOWETIR WHO 2 Buc ks h, #1H TMNLMDS O Einiid s i,

IS DMIT/NITEB TR, FEDHRERIERED H 5 (constitutional LRFDH %)
MDS BfEFEL, ZOHRBIIFF OB B AT EB720, FIFRCT 219 08HE L,
MDS/ &k itk s (acute myelogenous leukemia: AML) % & 72 90 H 75 5 K1k
EREASIEGEEEZD D ITRT Y,

EfE}D 0o Mps/MPDO OO OO

1 MPD/MDS JMMLO CMML
I Down syndrome disease TAMO MDS/AML
MDS RAI PB blasts 0 0 0 and BM blasts 0 0 0O O
I RAEBJ PB blasts [0 0 190 O or BM blasts 00 0 190 O
RAEB-TJ PB or BM blasts 20 O 290 O

oooooooooooooooboobooooooo
oooooooooooooooboobooooooo
ooooooooocoooooooo
ooooooooocoooooooon
ooooMbsOOOOOoOOoOoOooooon
Mmoobooooooooobooooooo

000 @8d21Mm 15017 infd 16[10M 90110
Mmoooooooooooooooo
ooooooooocoooooooo
oooooooobocoooooooooooOoboDon
oooooooobooooooooooobOobooOooooooOobobooOoo
ooooooooo ooooooo
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@i oooooO00000000000000000000000

ooad ooood gooooooooooo
Fanconi anemia 130 FANCOOOOOOODO |(300 40
Diamond-Blackfan anemia RPS190 RPS2400 RPSL7 g

Severe congenital neutropenia HAX10 ELA200 GFI10 WAS 30

Shwachmann-Diamond syndrome | SBDS 300 40

Dyskeratosis congenita DKC10 TERCO TERTO NOLA3 | O

Familial thrombocytopenia with RUNX1 0

propensity to AML

oooooooooooooooooboOooooooOoooboboOooo
ooooooo

BUE, /NRMEFEZD MDS EREZTHE, /MNAD MDS & —kPk GResgth), JeRMRE
IZ#ES constitutional MR D H 5 & D, RVEGEFRBIEPE) 128U, —kTE MDS #*
BEARMITEIFABASBICHE L THEETT > T35, JMML BN E LTk - T 5,

NOOOOOOOoOOoOooooooo

INED MDS BEHND A7 59, RSP BIRETH 2, €D H A, ZWICE -
THIARREB P PRAKNE K RILD, WERIEEIT S 5 2 TRWGI OIGHRETEASAHE & 78
BH, FIRBGOIEFEIZE 512, Thwz, HENIZATHRETEDS V& L
(LR 75 & ORI A HINEETRIREEE T, BOITETF v AUV EEOIEE &G
VAT AU TRY

KA K54 TiE, —&kEMDS ZAIGHEIM (RA (RCC)), BFILIFERZME S Ak
HE M (RAEB), FEROEIGMN 20% % B2 5 AIGHEINL (RAEBT), #4580 ekt A
% (IMML) 124313 Tib~ 5, F7z, /NI MDS QR T db 5 e KPR (FFIZ Down
AEWERE, Fanconi Hfl, Kostmann fEMRERES R IEE #ASIEMRED) k- TR %
MDS, YL H 2 W i A A BB MO TEFRITE 2 5 kP MDS 1269 2 69 134
BERB ORI EBE L CEBIRINERETH 5,

AlloBAEEIS (0 0) OREICH 72D, HRKEOZRIHPFIEOHER & 1999 ~ 2006
HEICENTITO N R HREER R B W s v i,

goobbobobRrRADRCCIODODO

ooboooboobooobooobooooooooooobooon
ooboobooboooboooooosctobobooooan
RCCO RAODODOOO
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@E oo MpbsOOOOOOOO

oo HLAOOOD HLAOOODOO oood
ood RAD RCCL O O O
RAEB RAEB 1" O O ad
RAEB 2 O O O
RAEBT O O O
JMML O O O
0od Mbs O O ad
goooooooo mbs goooooooooobooooooo
‘000000000000 ooooon
O0Ostandard of care0 0 000000000
COOclinicaloptiond 0 OO O0OOO0OOOO
Devldevelopmental0 000000000000 OOOO0OOO
GNRO generally not recommend0 00000000000
0000oooooMDSODODOOOO0OO0OO0OD0OOOOO0O0OODOOOOO
oooooo

Ca ) AR M ZBRIREEZFERZ LS D (RARS) &b b D (RA (RCC)) #db 5
2, /NED RARS O K43 1% Pearson FEBERFE ED I Fa v N TRERETH O,
clonal disease T 728, ZOBAERBHOEIL EIZ7T S,

(b)RA (RCC) o3 RIMNICH Iz » TIREBAITH A S NISWREBIISEIE T 5, il % 2
FELURWAERNT U TR BRUTH B LIRS 2 L2300, 6 ~8 I &Izl
BAEZITO, WMOMEIT-BITORMERRT 5, Mo LB ZAEFNTH L Tid HLA
—BfBEE S CNIE SCT MEIETH 5 Y,

(¢ )HLA —#8fifg K+ =202 WA, Holl TRGEEMGIR#E AST) RiksohT
WA, RGO S OEEFNT U TE HLA —BUigE LA D R —0 5 OB Al
fibh s,

(I FF—pooBIEIZB T, BILEIZ7 VY FE Y (Fluw) ZHW0 72 RIST DK
Bha—oy o7 V=7 oI T b, EFREROKEEME RARCC O/
W19 FlicF 4 7%, Flu, ATG/ALG OHijfLiE 1z TIEIME N+ —0 s BHEMNITHh N,
16 A%, OS, EFS 32 h < 83%, T2%TH - 72,

guboobobogooodoboboibdRrRAEBOOOOO

000 100000 RAEBOWHO O OO RAEB1OO RAORCCOODOOOOOOOOOO
00 100000 RAEBJWHO O DO O RAEB200 RAEBTO O UODODODOO
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F9 4 HMOBEAITY, WHOBITORMEHENID 5, BHIZK T 2FHRODIT N
RAEB(WHO 438 RAEBD) i RA(RCO) IZ#E U 727 A 1T 1, FEERD L1 RAEB(WHO
455 RAEB2) 12 RAEBT 1259 2154179 ©0

goobbbobobz20bbbibbtoddudRAEBTOD OO

ooboooboobOAMLODOODOO
ooboooboogosctoooonoon

(a)F 9 2HMBEET, WHOBITOHKEMN»D 5, FABZHIZE T 52 RAEBT
I3 WHO 43T AML & LTHbI TV 5, SCT Birb N fiifilic BT, EFIC
Ao TOIREBIE A o TOED » TIEBI D FHRITIZEN A SNF T, FEE ANk
OEEEMNEFS N TS W, 7K, RAEBT i AML E#E %2175 &5 BaMH i HE
RO ERESAE O EZZ SN TE D, BRI AML IG# 217 2 gL 4
ICHIEA SN BRER DI Z O S EBRA Y BLONLIZEBWTREA T
%510,

(D) FEMRIZA ST > THEFNIHR LTI, H5W D KF—V — 2% 8D B D SCT Hi
T B,

CeOFMIZA - THEBNTX LT H SCT Mliin &5 Z S5 b Vo (LERED & TR HER
INTLEHEGH E0'9, SCT ZITHb T ITIEMWATREN &9 M F, LD > TV
Vo SCT DOHFILIEL ¥ A vid AML BRI THOWONE LY A v ERl—TIWESE
ZoNb,

goobbooboboooooogoamMLbobo oo

oobooooboosctooog

(a) & TOREHIT SCT IS E 725 5=, ULh L, IMML EHEBPOREERT T A LR
PP Noonan JEMREETIX, HREMIT S L bd 5D THEEELSENT 54050
H5,

(b)JMML i, LEMDHITG AR &L T-THHBLL %I AML IZBITT 5 b0,
BB TR U i b 2 REH], KA IO 1 M ERE ARG 1< 89 5 A8 ks
LTEBEB/REEZZEL THOEF{EEL20D 3MH 235 5 ™,

(c)JMMLIZX3 5 AMLIE#OGHPEEIEH I TOR 0, HIMERE ML T3~ b
O — )VISREEZIEGNZG L TR ANVA T R 7Y v (6MP) HAl, b0 3y sy
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(Ara-C) LDBHMfTTbN S, T XTOREFT SCT H5#IE E 75 505, JMMLIZE
% SCT Hi OO EZHIIAHTH 5,

(ABREL VA 20T, TBIOFEHAEERESATEEL® Y, 3 -0y XTET R
Tyry, ¥rakAT 5y IR, AT 7Ty (L-PAM) ®© 3 FT & 2 Bl st &
nNTH3 Y, HAD MDS EHEUIESD 513, Bu, Fludara, L-PAM DHEjLE 12
O 12 BlOBAEEITL, 10 BB RSN, 72 10 FINIEREFERTH B 2 &0
WrshTns?,

(e )BhitE D c-GVHD 2RO 7AEHI O FHRNBIF Th - 72 2 &%, BhiGEHRE%RIC, 1E
mgEPIET 2 Itk D, BRBIEATEHY omESH D, GVL RN
WfF T 2 alREED RS T3 P, K+ —1 LoSERigE (DLD O & THEMITE
ALK IHIHRE D%, 3—o v X7 =712k D 21 FloBHEEER DO JMML 15t
3% DLI OfERsEMESh™, MR U THENED SN2 DZ 6 FloAHTH -
7o COFRE L TE TSR SEESETTHD, 1 X 107/Kg U LASHE
ThbrELTNS,

goobo MbsO o

O00o0oooooscTooooooono *®o

FHIS 0 B A A BPEE ML D76 12 Ik PEMDS % AML % %643 2 1EGI 3 & 5 . i IA
HHIE BT B ER DN AR REARREEET 5 2 LN 0N, FRE—KITA
BTh, HED 36 D% N T 5y-EFS 13 16%6Tdh - oo 1 I3 HIH Al
(stem cell transplantation : SCT) D #uxt#InTH 5 ),

goobbobobooooog Mbsonbono

DownOOOOOOOOMDSOOOOODOOOOOOOOOODownOOOODOOOO
tobAMLODOODOOODOOODOOODOOODOOODOOODOOD

Down JEMEEHIZHB W TIE, FHERPIC—@fER &M (Transient abnormal myelo-
poiesis : TAM) %5 L, Z0D#%, MDS 75 AML-M7 iZ%1142 60065, Z08
HiT, BHIOFERN 0% KM TH > Td AML-M7 ELTHELTEIWEEZ Sh, &
RTPRIEIBIFTH S,

Fanconi #1fil, Kostmann fE&HEL E, MO RERE 2G5 HIC >0 TIHIE%E
I hiz,
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vooooo

RAIZE N TIE, MDS O PEEHENT 2 K1 & U THEHEEF#HE Y X7 4 (Interna-
tional Prognosis Scoring System : IPSS) MBI T 5, R, BHiick ) 5FKD
#g, MEKBLOZRFEIZED MDSIZ 325D Y X7 7 IV—Fi241F oh, akgin
1M (AML) 128179 2R EEFENTRTE L E LTS M, OV AT LE/NIC
HLUTEHNBEIENTELNEI DD M > TR,

KEZREL I —a v/ R0 70— TN MDS X RI12fT - 7eifiic & 5 &, IPSS OIH
Ho S b, ZFER5 %A, M/ 10 5L EORER O AR REFT, /MNEIZIE IPSS ©
Mo HHOANHEIETE 2 EMREL TS, —F, HADT—5 T, IPSS D
THREFO S bEIMEE®RNH 5 LGS TS, —RIEMDSIZBWT, THROR
WIZE GEEZE, - YH, del (5q) HiMh, del (20q) HiMd), HEEETH (MR RIS
(3RHU LoRE), THEROEOEE), HHBZESH (LRl oH, FZiE+8% 2
AFOEYE, 7E) EATAEMEIENETND Y X7 TG U THRER LY, REDHR
HoMEIT LS &, JMML %2 < MDS Ti¥ monosomy 7 E FEARKFTH - 7™,
T, TAVADT =753, monosomy 712X U TIZEIABH #2324 2 s
T3 Y, 158, IPSS OIERET — & &158 - T AFEBI O HITIE, BAREHEE 521 72 REB) I3
EENTORLMITEETRETH 5,

RAIZBWLTI, APEEH#ETEA N (AML) 1269 2 (k28 (AMLiGH) ORERILRE
B HNTNIE D A & LT monosomy 7 28T 5 H &5 5IICiEH T~ &0 &5 0l
MRS TRV, I—1 v/ XTREWO SCT s h T3 ™,

JMML 20 TEMEHO PREFAO L D ST %, Niemeyer 513, FERHH
B DT S I/ IMREL 3.3 T3 K, Hb F 16% UL E, e 2 sl LS PHARKRTTH B &
WEL T3P, —F, BARTE, /Mg 3.3 JiAKm, F 2l b, PES/ NS0 (<
5em) P HEARBK T TH - 72 JT4E, bAED S RASIZE LT, NRAS/KRAS ©
G12 454 % & SRR DI A ILIIURRIR TH 5 &0 5 Wil 7 &, PTPNI11 484 Ff O fif
FAEERPME  BRBNGORE P OHR TR SN, BREMIZEWLTE, I3—1y
RO TN—=TBEERRTOFERE LT, BWFER 4 U Lo REHTFTHE ™, #
RIFFEP, BHEOMOY A X, fMMoAHETFTRRNFERBRSBh s, —H, BERD
27 Gl DB RERE B % O 72 B A BLIIRIT T RIS E R O R, BERE O AN THRARNK
FTTH-, ZDHD 1999 40 S DR IR E% 22 iEGI Ot <3, @B AL e
T (c-GVHD) 2D R ABICTHREIFTH - 712 %, &7 ) LRITIC X 08 Pk
WTbbh->TEIY,
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1999 4ED SR E - 7o PR INT & 5 Fi B S Bk T8 S hu /e —k Pk MDS 96 il T,
RA 52 #5, RAEB 25 #, RAEBT 19 <, 4&4HFHR (OS) iZZzh<h 90.0%, 37.3%,
395% ThH >t UL, TRZM &HEEEHICITDN 72 HA/NLMDS iG#FEZ O
MDS99 WIS SN U7 REBZ D75 <, imBNERZHRT, —ED RMRREZ oIS h - 7,
/N MDS Z i SRR s e Al & < O fth o iR #REE T HIRIFZE L2l I3 A S h s
Vo /NEMDS O Tk JMML O 58 2 &Mk b EOD T, JMML IZDW0W T
TORBFHEOME A ON B M, MOKEII >V TIRE & F - e iEd i,

goooo

(a)RA (RCC) :/NE MDS BHE DT - 72 189 Hl D # 5 #HIIFZE T I3 —&kE RA (RCC)
BETO 44ED OS 13 78.9% T H - 720 MDS9I9 ~ D B &% O Hij 7 110 18 BF T IZIEFIEL 13
52 DI DD 54ED OS 13 90.0% Tdh - 72

(b)RAEB/RAEBT : % S #I9HF%E T13 RAEB & RAEBT @ 4 4ETD 0S 1%, %4 17.7
9%, 34.1%TdH -7,

(¢)IMML : JMML @ HARBEIZBI U TR LIET & 0 #5RAsd 5 2%, Niemeyer 51 JMML
[T CML @ & 5 IcAatkiifbd 2 2 EidiEEAERL, fizR LD ET EHEm~DEHE
X DIEDERE &5 EMEL TS Y, —F, HAD MDS ZEXZDHT TR, &«
EWOH- T BHBL L 2% AML IS8T 5 b0, Fii RS8N L stz 5
KEGI, ARSI A MERE AR I 8IS 2 &tttk Tida {, MsREEREL T
DA LB DD IO NH - 72 (Lid), filr, AR DU TEEMI7S s
wank”,

HA/NL MDS iG# e 0% FHIBREHIc Xk 5 &, 44 0S1438.6% (SCT #
58.2%, no SCT &£ 22.0%) TH - 72, MDS99 O HREIfFEHTIZ & 5 &, 1999 4E~ 2002
AEFEAE O FrHUAE B 22 il 5B sk S h, &6l T SCT kit S hic, kD 34E EFS i3
50 £10.7%TH 0 ¥, BlATO I — 0 v XD ICILET B, HHEBZ NI EEB
WEPHENZ N EMMETH 5, £72, JEMBIHHFMBEORERNAR TS - 72,
c-GVHD 2D 7B R ABIC FREIFTH - 22 (L), %GR THER - 72
BEISVEIL, Wi T T MBI LS - 7o,

IS O TR, BHHID A TOMTHFERN S T MVD 7V —Tih ol En T3
4 94 B D 3y-OS 1 50%, EFS i3 41%T& D, RA/RARS 27 #ld OS/EFS % 74/59%,
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RAEB Ti3 68/58%, RAEBT Tit 18/18, JMML Tid 33/27% Tdh - 7o, BAHE DI
DI ARDIFEKITFHFHTH - 72,

Z DT T, 10 4L EAAE L TO B EERI D Performance Status (PS) OF&EMNITH
NTEY, %KD PSTH-72DIF3H (7T%) DATH -7, PSELICEEEZEZ
72IAF1d -GVHD Th - 72,

C OWFITIEFIE AL 0 EIFFHITT & 2 5%, BAEERDS 1976 4F0 5 2000 4 &4k T
Elicbico T2 508METHZ, THhbL, RROLKHEREEHOEMNSZ L, F
72, # LB R L O BB Z 320 TO B EFIRD 180,

Vicoooooo

B A 2 I RS il 7 2% D PR 22 AR BERRETH AT 12 &k B &, 1991 4E A © 2009 AR 12 At As
TN 7 B HIRFAER 16 AR O MDS SEFIZ 378 Bl TH 5, BhuMIuG 5 4R (0OS)
O B, FEM ARE 16 AR MDS(n = 228) @ 9 b, ki34 (RBM, n = 85) 73 64.3%,
MAZAMIM (RPB, n = 15) #346.7%, FEM&EH (URBM, n = 85) #%62.3%, JEifz
a1 (URCB, n=43) #150.0%Td -7, MDS 2fk, RA/RARS, RAEB/RAEBt
DO IO AD O ITRT, £72, JMML 103 HlOKEIZO O DL S TH - 72,

RA/RARS 125 T BM B0 @il — 2 & il U T EAF 45— T, JMML O K

@EE vMDSsOOODO0DO0O0O0O0O0O0O0O0O0O0O0O0O00OoSO

RBM RPB URBM URCB
MDS O 00O 0O 0O 2280 64.30 46.70 62.30 50.00
RA/RARSI 0O 640 80.10 66.70 95.00 NE
RAEB/RAEBU O O 1140 5540 50.00 55.10 NE

gboooooooboooooboobo
obo0o43000

@EEovMLOODODO0O0O0O0O00O0O0O0O00O00000SO

RBMI O O 430 RPEI OO 110 | URBMI OO 380 | URCBI OO 110

JMMLO O O 1030 57.70 81.80 66.60 56.30
0 RBMO related bone marrow RPB[ related peripheral blood
0 URBMO unrelated bone marrow URCBLO unrelated cord blood

00O NEO not evaluable
J00d00o0D000o00odooooooooooooooonoon
00043000
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BT RPBEHICBOTRIFICAZ 22, ThooE%E55123 5812, RBM/RPB #i
HLA A= ENEEN TS 2 &, RPBEBVEKHITH 5 2 &, URCB RO EE
KM E i L TR TH 5 Z LITHEBRMABETH S, 51T, BHKESLZTO
TR < Bath, BRHRTLES—FE TR0 EAQIHICE S BB H 5, D S OHEITIE
BAIEY — ZZFFBR LT3 DRIV, Iill, T—8 v /30 SR ML DU THE
WIS,

Mooooooooo

MDS OIFENZ & - TIZ, g iiifilfz: 2 AML B O Ly k75 & o YR 28 L ik
BWEOBALRAONTIRVEY, HEDOE I ALTORMIZENT, BHMBHO A0
BT RN DS 2 HEEEZ SN TIND, DK, YLD A TOIEHFRBRE DR
BRFEAELR LY, FISE LT, NEBAWIE S IV — 7 (children cancer group:CCG)
&£ 0 90 fld MDS 2 TORBIZK LE—D AML BloEffE A (CCG2891) %17 - 72 Hij
TR HEG ST % ¥ RA/RAEB O REFRIZED - /2o 2 OWIFETREMEA
WD) U 7ER 3 2 O 812, HLA —8EK WK K+ — D0 256 O & 53 A 1 5 5 A & 52
72 DD AML RS AL O R 20 0 I1TRT,

goobo Mbsnoog

0 ORAI RCCO

Ca) )l A% & LIS ORERNE, MEEREEIRNERTH 5,

(b))l O AEZFEFNT LT, HLA —FAME K F =m0 A1 IST ik s h 5,
EN D MDS99 05 Tix RA 8 filicxt U IST 23fibh, 1% MNE%h Lic™®, 33—y
7S DT NA oy MRFFEE LT 33 FNZiTbh, ARIRIZ55%TH -7

@EEAMLOOOO0O0O0O0O000O

oo ooooog goooooood gooood
RA] RCCURAEB 31 48 35 16
RAEBT 26 69 27 O
MDS - AML 16 81 13 |
JMML 13 58 42 O
de novo AML 836 77 16 ad

ORAJRCCO/RAEBO O OOOOOOOOO
oo0o45000
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IST IZIRIGD 75> - 7 REFNT KT U Tid, alternative K+ —7» 50BN TTHOH 5,

() T CCGHETERINTLS D, RA (RCO) IZB W Tid AML X9 2 btk
(AML #6#0) OBEEBED TN Y,

(D)zohoip#EE LTHRATEY A b1 vEENKA SN TSN, G-CSF &
erythropoietin O IZE M 7S ATReME M H 5, BF D MG D erythropoietin D EEE
MEL (K 500U/L), F8IMBEEIVNS O (1 A4 HIZ 2 BALRE) 135 BRIEHE
Motz Fiz, RAITBOTH A F UL (demethylation) #HHID 5-azacytidine &
ZOHMPE TH % decitabine ® MDS i3 2R bMEIN TS P, FilL,
A5 RCC DFRITONTEMARE S hi®,

0 ORAEB

RAEBI 13 RA 1Z# U T, RAEB2 X RAEBT 29 210N TN 5, DOEOHIS

B2 ic & 5 & RAEB OAFEHIEEREIZ, 6 Blnite &P inn ",

0 ORAEBT

(a)HidB o CCG #i5Tid, RAEBT ©® AML %0 B8 A1 & % BAEE AR 69%
Th ot ZORHEIRITEMRHIO S B, HLA —HFKIE K+ —03b 5556 0 » A
BhE#EIL E S h, ThlMNIbEssdit s, BEBREFICS v /<M1 X335, &b
ILDTH-tctctd, ZOREMHI 18 HID S B 9 Bl FRIED A, 4 Bl HE B %
2\, RMEBAE 52 7o IS I o 7o (IEEHRE D, 5B, Z OFER, THEID 6 4
DIIFAAFHIT 39% ThH - 727 THITFTHHAYICHIZE L7 RAEBT O IERITER ik
HOME—DRIEE VWA B E LTLIE,

(b)EN® MDS99 Tix RAEBT % LT AML B FfEEARH: (O) %7, £DH%
BN A RS MR A = 51T 5 E W D IRENITb ™, 19 BB REIh, 5

dayl 10 R0 30 40 50 60 70 80 90 100 110 1200

VP16 O L A A A
AraCll L 2 2 S A
MITO A

T .

VP160 150mg/m? 2hrdiv0 dayl,2, 3, 4,50

AraC 200mg/m? 12hr div O day 6, 7, 8, 9, 10, 11, 120
MITID 5Hg/m?0 lhrdivO day6,7,8,9,100

TIT triple ITCday 6

Elb 00000000 ANLL91OAML99 00

01z0000000000000
o0o0i1w.000
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B 16 Hl280 133 AML B0 FEfRE ARRIE %3213 72,16 1D 5 B, monosomy 7 3 il
et 13FICEMBE O N, AHEARIT CCG &IFIFRBED 81.3%Th - 7o, Gl
Dl IR, FEHEFAE 31 ~ 61 H (PRAE40 H) TH b, FHEHIHIA S EGESL
R UL D 5T TIRIZASIED 57D 3 H1IRIC AML BT Ui, Fif#
HBASNIFEHZ VTN S LE LIRETBMZITTSNTE Y, Z OREMEEANRE
BN E TORROREE BIFITR OO ICHRIISIRETH 5 52 5, 1960
9 b, 18#IH SCT %2521+, 19 HID 5y-OS iF 57.9% TH - 72,

(cH)ilfta —o v X7V —F(EWOG-MDS) 7 S #MEH & T OFHBIIC > W TZHMBNIC
B TR R s s 0, S B EORFERITRAR, WERT (deletion, du-
plication, translocation, insertion, inversion, ring chromosome, isochromosome)
DH5BbDEFTHRAR, BOHIEEN 4 FHEU T THERFEOBLOLDORITFEART
13754y, monosomy 7 1ZM®D monosomy IZHRTFEAR TR -7,

(d)AML 2R F O JeafkBE <h 5 1(8;2D), t(15;17), inv(16) 72 EA&FT 2RI,
MDS T3 AML & LTSI REXTH 5,

(e)FMRIZA S1Eh - FAEFNT L Tid, T SCT A#EIRIZ7E 5,

CEFTBITA - 7HEBIDS, SCT ZITH T ILFERIED A TIHET 20 EI NiEbh> T
AR

0 OJMML

(a)IEBMEED IMML OEFRIZ 6% TH - 7™ ¥y ERMWITIZ2FIABREILTH 5
P, BT Y e — b0 B THERIRIE S 4 7 DR fThb 5, 6MP HLAI™ 7
Y ED AraC Z0HH LU ICiRIBENER Lic Lo % <, ENO MDS99 2801 T
IR SN T 5, AMLIBHO AL S THREL™,

(b)3—w v/ D7 IV—T1, FEBHREG] Dia RN R & ia BB TED Criteria % HWTRE
L7z ZORE, WY o — IVREHIZAERITH - IiGEIZHEREEY 1 7O
IBIHETH B Z EDTERS N, FHIZ VP-16 & Ara-C DI v Ex— ¥ 3 ViIFHEP, 6MP
b B VP-16 BAIRHFE N b im0 RIS Z R LT,

(c)KRETEATRED CCG WFE T 13 flic AML B O ERE AEENITbhichs, BRI
A= THID S B, 2Bl REBHESZT TIRAGEL THE DT L, BifiEZT
12005 72 5 BTN AT 2HI0ATH O, EYFEDATO PRIZARTH 5,

(d)JMML T34y 10% DIEFIIC NF1HEEFRHERE) 234 S, & 749 40% DIERI T ras
MABILFDEFRRS 6N D, T2, € DfDF 30% TIF PTPN11 OZRMA 5N T
W5, ZONTRIZBNTS, ras-GTP O@FI»E 5, JMML Tid GM-CSF i<
X9 B @R YED A S5 B D8, ras 13 GM-CSF Z B AR — 7 850 Pl LT b,
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ras DYEIZ1E farnesyl transferase MW E T H 5 ,R115777 i3 Farnesyl transferase
inhibitor ®—Td D, invitro D 7 —F 2% 9, JMML IZX%}3 % phase I trial
MBI bh, 58%DAERITHIMERE DY NRA SN IR TRIZE D> TH

-f; (A 57)0

(e A SN TS P,
OO Constitutional D OO0 OO OO MDS

Down fEEERIZ B T, #HrAERIIZ Transient abnormal myelopoiesis (TAM) % &
L, £D&, MDS 725 AML-MT IZB1T9 2HERH O N T B, Z DEEITEMFRMN
FERE NI, BREOHERM 0% KM TH > Td AML-MT7 ELTHEHFELTEINEEZEZ S
1, DownfiED 7 AMLWE 70 s a—I#iTHhTth s, THRIZRIFTHS Y, B
1 FREREGNTRT U TRBAIEIL & 78 5780,
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