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;;% IL:\

Bl B B BERE (MDS) 13 1982 4E @ French-American-British (FAB) 7’ v — 7D EIC X D EH L T2
HEHH L WERTH 2V, FMIMIZ B W TR 255 0 | B CHEMEIMAH D, 3k
RIEOMPE B2 RS & O &, EIMHEMEO 7 o —F Vv BEZMDS EBIRLTE D, H—0D
BERTIE TV, 7, MDSIZAMAIMIBIZHEIT T 2 WMo mWER (BTAMPFEIRE) EEF 2 ohnT
W, FRIZEZHL 2T o TORW,

— I MDS iZEEE 1T F L, MNETED I DR BRWERLEZ LN TS 2, REICHT
ZEALDOEZE D & EHITNROHEF HIEIML T =7z, 19974F F 1 ¥ D Titisee 12 B W TEH 1RI/NE
MDSEBE > v R Y v L D3 224, 1998 4F 12 13 [E B 4R il BLERME B IR (UMML) 7 — % v 7" 7 v —
712 & D IMML O#ZIiEHESIRE S 1z, EWIZBWTDH 19974812 HA/NR MK 22 SN I B i EE
mr%ﬁéaAwﬂwéﬁAﬁﬁ%ﬁu INEHIOMDS OEBEI M bND X Ik oTE?, HH
FTREFE, DRIZBVTIE, SR EHALEERE (congenital bone marrow failure syndrome: Down
SEfREE, Fanconlﬁ[ﬁl& EREIND)ILLEDIL>TRIDDBDOBL W L THD, 7. EiEEE
H 5 WIIFHERREE M (BAR) OBFERITE 2 2 2 XMEMDS O8E b EHv, —h. JMMLIiZ—X
HEMDS DRI D1 % EDLRKERIT V=TT, ILESTEVWENTESHE LT TH 5, K
N E R T 2R % b o/NNEDMDS # A O MDS & FAFNZHT > T WIERETH %,

MDS 2R U TR @ sl EeE (IST) 72 &, L WipEiEbida o Tidvwa s, BEDO E Z 54T
DIFTUZ B VT, BB O LI LB LN HELEEZEZ LN TV S,
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0. ¥MREE

HADHEHZ X 2 &Y, MDS OSHEIZ/NEOEHMBED 8% T, HALMA T 14ER/ 12 50~100 4] 23 FAE
35 LRSS D,

INRIEIES HFEIZ L o TH, BMIHEHET I ILHT:o THREELHE DL Lwizd, HAR
TIXMDSEAEE XD, NEMDSOBMOFS &V %2R T DL L bIT, NEMDSBZHiOOD L
YEINVE 2= TN T WS, HEE L MDS8EWIERIHEE F D . 1999 4F 2 5 2006 4F F Tz & 8%
SN2 44560r 2221 H3MDS & BT s 7Y, B 12841, IR 945, 4EENIZ0~19.25% (FFRfE4.5
) THo Tz,

RKIA K74 IZMDS EME N7z 16K O/NRESGE T 5,
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M. wEFHE

FAB /7336, WHO 7345, WGETIRWHO 3O 23R 1SR 37, SRS % Hul & L T 19824F 12 FAB
DHEPIRES N, FDHB19994E ITIRE S N7 WHO D HES 3% & L7z, WHOLSE TIZ, /NEEIIZ
DAHTFHET 2RRGFER L LT, IMMLOMIEEE L TROLNTZLDOERIIKE WV, LaL,
/INIETIZRARS, 5q-13tidTENnZL Z L, RCMDOEEIAW L Z &, BMAEAEORA LD, I
IR IFHRERIBAD 3% W2 L &, RADOMDS LHED D D, WHO O H A IZ R TH -
72 T D72 20034 ITERM DRFZE 7V — 712 & D K2R I/NRIME O 20 42IBS 772, Down
FEMEREBE A L, RAICBIL CHRMOMIRBA T 23 2 2 L AVNRTIEZ Wiz, refractory
cytopenia (RC) &\ ) BWiZ RIBE iz, ZOXRIZZ D F % 2008 4E D WET K WHO 2 5H 12 S ML &
. O T/NREMDS O SE ELH S iz ¥,

NS DMIT/NRIZEWTIE, BEDHLKMEE D H 5 (constitutional 2 BHEH D H %) MDS 251F(E L.
FOBEBIVEHEEOBERBE 220, BIFIZT 2135 32 Lw, MDS/AML % 3K 7: 4 REH
TR SRR 2R3 ITRT Y,

WA, NEMEFELEOMDSEE A& TIE, INREOMDS % — XM (M), BRMERIZES
constitutional LB D H 2 b O, KM GREEETHEME) 123 L. —RIEMDS BIZEAM 121X FAB &
FHICHE U COEE T > TV B 25, JMML I IFHAEEE LTHfioTWwWa,

&1. FABS%E. WHOS¥E. HETHRWHO H¥E D LLER

FAB 434 WHO 4348 (1999) YGETHR WHO 4348 (2008)
MPD MPD MPD
CML t(9;22) #H 3 5 CML t(9;22) #H 3 % CML
MDS/MPD MDS/MPD CMLMDS/MPD
CMML CMML CMML
atypical CML atypical CML
JMML JMML
MDS MDS MDS
DN N
RA RA RCUD RCC
(RA, RN, RT)
RCMD RCMD
RARS RARS RARS
RAEB RAEB (RAEB-1,RAEB-2) RAEB (RAEB-1,RAEB-2)
Z DAt 5q- syndrome 5q- syndrome
MDS, unclassified MDS, unclassified
RAEBT AML (GFER = 20%) with AML (GFER = 20%) with
multilineage dysplasia myelodysplasia-related changes
(MDS &AT& &) (MDS %17 +MDS B tafR S 5 &)
Myeloid proliferations related to Down
syndrome (TAM, MDS, AML)

CML : Chronic myelogenous leukemia, CMML: Chronic myelomonocytic leukemia, RA: Refractory anemia,
RARS : RA with ringed sideroblasts, RAEB: RA with excess of blasts, RAEBT: RAEB in transformation,
RCMD : Refractory cytopenia with multi-lineage dysplasia, RCUD:Refractory cytopenia with unilineage dysplasia,

RN : Refractory neutropenia, RT: Refractory Thrombocytopenia, RCC: Refractory cytopenia of childhood,

TAM : Transient abnormal myelopoiesis
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#2. NREMDS/MPD HEDIRE"

I MPD/MDS JMML, CMML

II Down syndrome disease TAM, MDS/AML
RC (PB blasts <2% and BM blasts <5%)

I MDS RAEB (PB blasts 2-19%, or BM blasts 5-19%)
RAEB-T (PB or BM blasts 20-29%)

L RREICED 2T OHREIHIZOWTHET 5,
LD 5 WV IZHUNFRRIER IR & 722 ?
HAERRER MBI S 7200 ?
RXRMO BRSBTS 720 ?

2 . MDS#ZWiD 7z & D i/NER D e

A ROAFEEHOBMBEEZH S W,
t(8;21), t(15;17), inv (16), t (9;11)
B XoDHbH, miR2HHE %723,

1) £ 3 2 JRRA B o i 3k A
2) RO 7 0 —F VI BN (IR 2B 5
DAL RIEREZE T 2 CREIML ETROLND Z ENEELWV)
4) FEER DM

xR3. BXUEBUALERBOEGTRES LUVMNBERESOEE

B BRFRNE IR N 5 D BHEE (%)
Fanconi anemia 13O FANC#EmFOWTd 30-40
Diamond-Blackfan anemia RPS19, RPS24, RPS17 5

Severe congenital neutropenia HAXI, ELAZ GFI1, WAS 30
Shwachmann-Diamond syndrome  SBDS 30-40

Dyskeratosis congenita DKC1, TERC, TERT NOLAS3 5

Familial thrombocytopenia with
. RUNX1 ?
propensity to AML
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V. BiEEIGEEDIET VAN

INEROMDS IZENDO AL L3, HAMWICOEDRBERTH 2, 20D 2, FIHEIT X - TERERE
RLTHBRORE SR Y | WWEMEEAT O L CTIRIRER OWRRFTE 2SN H L % 5 05, ZIRELR O FEGI K
BE LI Tw, 2z, HRNIZATHHE T L DT v X L LEEGERER 7t & ORI IR EITE
BHEEET. BOVIEF YA UVRVEROBE D WEL O,

ATA R T4 TE—XMEMDS 2 RIieEE M (RA), #@E 22 3R % £ 5 RoEE N (RAEB), FERD
HAHD320% %8 2 2 AR (RAEBT) . E4EM5 B S BRME 3 s (JMML) 120 Tk 3, F 72,
INREIMDS DR TH 2 e KR (FF iz X v EMERE, Fanconi & Ifl, Kostmann fEERE 7t & &K
PEB RN SREEERE) 12> TliE Z 2 MDS, MRS H 2 WIHARRHAE M ORERZ ISR 2 2 =Xk
MDS 123 2 1R IZ R E ORI T E R L GERSI B RETH 5,

SR OBFEEIS (F£4) OPEIZH T2 D, HERFE D% G RIBFZEOREE & 1999 ~ 2006 4F 12 [E N TFT
DNTHIHRRIERE R S W & 1tz

4. INRMDS X9 3 BHEED

IR HLA # 4 R i HLA j# & JF i IS8 if

—XME | RA * S S S
RAEB RAEB 1 * S S S

HR RAEB 2 S S S

RAEBT S S S

JMML S S S

— M MDS S S S

FeRMEBE RIS MDS FRBIZE D Rz GIEIZ TR

* Wi e B E §DIERI Z R LE T B,

S @ standard of care BIHIMFEUERHE TDH 5
CO : clinical option BIHZHEEL TH LW
Dev : developmental BAFHTH D, BEREABRE L CTHEMT S
GNR : generally not recommend —f%IZIZEID & v

1) FISEE M (RA) DARE
MMENEE LEWVENZRRICEEZHBT 2HEIXLR VL,
5 I D A E LEEFIZE MER IR AE (SCT) OB H 5,

ORISR BRI Z 9 3 D (RARS) EfEL WD D (RA) 233 2 23, /N DRARS
DRI 1 Pearson FEREEE L ED I ba vy R Y 7EEIETH D, clonal disease TIE LW 728,
CDGERBHEOBEIL & 1375 v,

@RADHITIFELIZ DT o TREBIT 234 b R WIERIDSIEIES 2, i 2 HB & L 2 WIERIZ
WU TIRREZ2IOREYHBT 20 IZ WY, 6-8BEITEHRE 21TV, WEOET - BT
BIEZTERT 2, Wil LE RN L CTIiZ HLA —3UiEE 23V 2UE SCT SIS TH 2 ¥,
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@HLA —ZU#%k F F — 250 2 WIGE 1T I ROT TR IHIEE (IST) 233a4 b T 2 1112 H3
FOGD T WREBNZ X U CTIZ HLA —3Ull#%E LD R+ — 0 5 OBFEIMT b 5,

@IEIMAFE K F — 22 6 OBHEIZ B CTRjALE 12 Fludarabine (Flu) % W7z RISTO &fE232 — o v
NOTNV—=T 2 oME SN TV S, EFHEEOEEMERA O/ 19412 Thiotepa, Flu, ATG/
ALG O FIE IZ TIEMAR 5 — 22 5 BA AT b L, 1641254, OSEFSIE Z £ 183%.
2% THo1z?,

2) BRI GFRE M S FHHEN (RAEB) DEEE
FIRH10% K5 © RAEB (WHO 2 $2 ® RAEB1) ERAICE LTRE TV, FEHA10% U LD
RAEB (WHO 48D RAEB2) I RAEBT IC#E L 12/ % 1T D,

TR OBER TV IREOBITOREZE»O 5, BHIZB T 2FEERO D 70 WRAEB (WHO
SF¥HRAEBD) IZRAIZHE U 1288 21TV, FEkD % W RAEB (WHO 4 ¥ RAEB2) 13 RAEBT 12 %t
THWHREEITOY,

3)FRDEEH20% ##B 2 2RI HEE M (RAEBT) D8
BfREAELELTAMLEBEEZTT S,
BRBBEL LTSCTAHRE NS,

OF 2 BEMBE TV, HHOBITOBEELHEH,»D 5, FAB/HIZ B 2 RAEBT I3 WHO 448
TIXAML & L T#bTWwWd, SCTHTOLNTIEFNZIB W T, EIFIZA > TOIER & A - T
WD o THEBI O FHRITIEE A DT T2, EFEABREOREELTHS LTV Y, it
JERAEBT IZ AMLEE #1475 L BHIFISEE IR D ERESEVWEEZ LN TS, BIK
B AMLIEYE %17 2 (SR 2B ITEA S N FEFI DI % W 2 & SN D B & O
INBIZBWTRERT WS 19,

QEIRIZAL Lo THEFIIR L TIEH5W S R F—Y — X2 &0 B0 SCT 25HIGIZ K 5,

@EMRIZ Ao TEHNZH LT H SCTANMHIE EE 2 b s Y, {LEEEDATEMIMFS ATV
2HEDH 2N, SCT 2T TITIBBMATEEL E I X E P> TWT W, SCT DRFIALE L
XA VIZAMLOBHEHI THWLNZ LY X Y LRAI—TIWwEEZ LN 5,

4) EFMEHERE QMK (JMML) D85
RBFELE LTSCT %175,

O2TOIEFTSCT A5G E 227 9, LarL, JMML & M OREZ R TV A VAERESR
NoonanJEMEFECTlZ. HAREM T 22 LD 2O THEFELSENT I2LEILDH 5,

@JIJMML %, ZEMOBITYEERE L LC-T8HBLRIZAMLIZBTT 2 b0, FhiCHF
BROSEGIN U BMEEAL 3 2 REG]. KRS o [ BB 123003 2 s@ikin b < 7 < g
HE2RELCHOERZLE2HDD3E) B3H 22,

@ JMML 24 2 AMLIER OB IR S L Tw v, AMBREDEM L Tay s o — Vi
HEFEBNZ LTI A VD 7R 7Y v (6MP) BFl. H2 Wity & 7 ¥y (Ara-C) & OO 23T
bD, TRTORERTSCT25#)IG & 7% 5 25, JMMLIZ B 2 SCTH OO EE IZIRHTH 5,

@BV YA vizowT, TBIoBEHMERHL 2T LK"Y, 3 —u v < TidBusulfan,
Cyclophosphamide, L-PAM @ 3 &1 & 2 BiLE A HER S L Tw 2 P, HAR D MDS BB & 5
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5% Bu, Fludara, L-PAM ORILEIZ & D 12B1OBME 21T, 10G1IZAE HSHERR S 41, F 72 1041
PEFAEFERTH L Z EBRES AL THE Y,

OBAEE D c-GVHD Z B O THEF O FHRBEIFCTH o 72 2 & 2, BBEREI, REHH %
ik Z etk ), HERICEATS A 0HEdH D, GVLEIE IR TS 2 /a2
s hTwa®, FF—1Y v 58k (DLD O A CTHEMICEA L 1HHE® otk .2 —o v
N NV— 1T &) 21 Bl OB FEFE D IMML 253 2 DLI OFS R 3G & 17220, iR L
THRBBDOLENT:DF6FIDATH Tz, TORKE LTl THMEM S R D EELRKTTH
D, 1x107/Kg A EBRBFETH 2 L LTW5B,

5) Z R4 MDS OiaE
FREFTRTH D, SCT DB TH 3 27,

H IR < FEAE AR BYEE I O IR ER I R MDS % AML % RIE 3 2 fER 23D 5, JRIKZEH] & B E
T2 LELN BN L ROERE T RET 2205 0H, FRIZ—RIZARTHD, HED36
Bl DT HIHIMEHNT Tl 5y-EFS 12 16% TH o 72, SCT Offikbi#IsTd 2 27,

6) EXEDERE%E Y 5 MDS DinE
F U VREREICH D NS MDS Tk, ERFERIFAR S MNES U U EREFICH L TEB N7 AML
BREITI, FRERFTHD, BHEBK L EEDLEW,

2 R I B W TR, AR IR — M4 B & I (Transient abnormal myelopoiesis : TAM) %
EL.Z0%.MDS»LAML-M7IZBATT 2D D03H 2, 2OHEITEROLFERD30% K TH o
THAML-M7 & LTHBEL T WEEZ bR, ERTFHRIIRIFTHZ Y,

Fanconi #1fil, Kostmann¥EM#FE, MOERKMEEELZH T 2HICOVWTIINEESE I Tz W,
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V. FEAEF

A BWTIEMDS O 714 % #ill 3 % [K 5 £ L T International Prognosis Scoring System (IPSS) 23
RIBENTWVW S, BEBHIZB Y 2FROFE . MBREAD O RFNBUZ L D MDSIZ3D5D ) A2 7 )v—
T b, BB IR (AML) 1IBT3 R EAGERBFRTS 2L LTVWED 0, 20
VAT LAENRIILTHOHWD Z EDBTELZNEI T oTVTW,

UKZFR 2 —a vy RO 7 v —FHI/NRMDS Z N SIfTo e Ic & 2 &, IPSSOEHHED S 5, 3
BR5% A, M/NREL0 5 ML EORERI D AELFHR SR T, INRITIZIPSS O T R6 72T HE O A28
BETE 2 LWMELTWEY, —h, HAOF—&ZTid, IPSSOFHERETF D I bEIIZEKSDH 2
EHEINTVSEY, —XMEMDSIZBWT, FHROROEE (EEZEL, Y3, del (5q) Bk, del
(20q) Higm), HEWER (EHER IR Y B Lo By), 7&Kk B ), PRI (L
DA OB, B2 1 X+82 WFTDEYE, L&) 2B T AT ZNEND ) A7 TG LT THRERL
729, HED UK O#EEIZ X 3 & IMML # & { MDS Tl monosomy 7 3 FHARKFTH - 72, %
7oo 7AVBDOZ v— 775 b monosomy 7120 L CIZ BRI EZHER T 2 G HTWs?, It
IPSSOEET — & & I o T NAFEFI O FITIIBHEIRR . Z T TEFAIEE E N TRV AITER TN
=ThH s,

RA 2B W T IFAME BN A % (AML) 1284 2 L2258 (AMLIEH) ORBIZZDL LR TVTW,
A E & L Cmonosomy 7% 2 2 RANIEE T RN E 0 L5 IR E TV WS,
I—u vy XTIHREHOSCTHHER I ATWE P,

JMMLIZ DWW T3 E O FRETF 230 < 20815 & LT %, Niemeyer 5 I3 IEBAEG] O fEHT 22 5 1L
INEE3.3 F A, Hb F 15% ML B, 4l 2 LB FHRARKTFTH 2 LB LTwa*, —F, H
ATIE, M/MRE3.3 5K, FElp2ml b, PEI VNS W (< 5em) BFHEARRBRTTH - 7%, &
ERFE2 5 1%, RASIZBHL T, NRAS/KRAS D GI12ZE £ % b O fEH DIR L S LLEIFEIR TH 5 £ W
D & PTPNIIE R % FofEfl I3 EFERME L . HRRIE OIS SRR s, B
FREFIZ BW Tk 2 —a v XD TNV — T BSERMBITOFER L U CBMRER 4R L, ZR% 51
TW3 Y, BREEL, BHEIOBROY A X, FHOBRITFHRRET EERE T o7z, —H, HAR
D 27 Hl OFERHRERS % F > 724505 BRI TIX S ZE BT ORS R BEIRE O A B THARREFTH -
729, Z D% D 1999 4E 2> & O B 5 LI 8% 22 5 ) O fR AT < 1 2B MR R /18 9% (c-GVHD) %8 ®
RHEARICTHREBIFCH - 1%,

10
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VI. BRRpiE (RE - #RHARI)

19994E 2 Lk & o 7z RSN IT X 2 Hi 5 LI B 8% TR SR S L7 —KMEMDS 96 Tl RA 524,
RAEB 25, RAEBT 194 C. 4@%1’“«# (0S) 1F # 1L Z490.0%, 37.3%, 39.5% TH o720 LH L.
ORI & AR II2AT o A7z HA/N R MDS B9 © MDS9I RS2 122 b0 L 725ERNE A % <L 1R
%wﬁi%ﬁﬁ —EDRBIEON Lo T,

RMDS % B A5 A IR & Z O DIREE CHUERIFZE L 72 6iif 13 A 5 ey, /NEMDS @

wp TIZIMML D 5® 24 &2 d HWD T, IJMMLIZOWTIZHMTOBERBEOHRED A5
ZMEDIRBUZOWTIT E & £ o T2MEHE A 2o wv,

1) REGIF#

ORA : /NEMDSZ B2 DT - 72 189§l D% H I 52 TlE—X M RABETD44ED 0S1%78.9%
TH o 720 MDS99 ~ D Z 53 O Bl 5 LB CIZEFEUL 5261 £ D v d O D54 D O0S I
90.0% TH - 72°¥,

(@ RAEB/RAEBT : 5 #iI9HF2¢ TIZRAEB & RAEBT ®44ETD OSI134% 4 17.7%. 34.1%TH o
7—: 22)o

@JMML s IMML @ HEREEIZBE U Tk BARl & D i3 H % 25, Niemeyer 51X JMML 1 CML @ X

WAL T 22 LIRIEEALE L., Mz Lo LT 3HHR~0RBIZX Y ROEFE L 2
&%ﬁ% LTWwWa®, —FHHAKDMDSZEEL DN Cld. REMDHK-7HHIE L 724812 AML I
BAT3 2 b0, B CIHFEERHIN LA T 2. KHEIM O B MERE R 123803 2 53

AR TR TR ZE L CHOERE L2 DDOD3EY 3H - 712, (Lib)

HA/NEMDS BB 22 0% HFEREIZ X 3 &, 44£0S1338.6% (SCT#£58.2%. no SCT
B£22.0%) TH o729, MDS99 O FHENTIZ X 2 &, 1999 4E~ 2002 4EFEAE O FrHUIEH 22 4] 53
grE ., I TSCT »HifT & Nlze KD 34EEFSIE50+10.7% TH Y P, HiToa —u v s
DR P IZICH S 2, %W & LBHAINENS W LB TH 2, % 7 IR
WIBHEORBES AR TH o712, c-GVHD 2RO RIIERICTFHREFTH - 122 (Lik), %
T RARIENT CH R 7 o TARBLEE IR A TS O T Tl T S HHEI L Lo 72,

WA DS TIIBHH D A TOMFER S 7 VDT V=T o|ESRTWBEY, 29440
3y-0S 1350 %. EFS1341% T& h. RA/RARS 27 ® OS/EFS 13 74/59 %. RAEB T 1% 68/58 %.
RAEBT T3 18/18, JMML T333/27% T» - 12, Bt DHEROHKDIERIZEHK TH - 12,
Z DR TIX 104FE DL EAESFE L T 2 %ERH) @ Performance Status (PS) O FE 2T TE D . 90%
KiGDPSTH o2 DIF3H(7%) DA TH o T2 PSEAGITEE %5 2 72I]F 13 c-GVHD TH - 72,
Z OWFZEITIERIE AL W\ Z & ILEHE T & 2 25 BAHAER A319764F 2> 5 20004F &£ i TRz b 725
TWLEBETH 2, Thbb, BHROBDWEERENOREN D% . 7. H LWBAEEE
DB %21 TV BIEFI DD 7w,

11
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IRFAF i 16 7% A Hifi O MDS REB 1 378 B T D 2, BAEANIL 5 4E 47758 (OS) D B i3

VIL ##p —XA

H A3 i B BAS ff 27 4% o Pk 22 SRR EHARAT 012 & 5 L0 199142 & 2009 4F 1Al 2347 b T oAl

ATl T BE 16 7%

Kiiti MDS (n=228) @ 9 & IixEHE (RBM, n=85) 2364.3%. IiFAKMIM (RPB, n=15) #346.7%. 3JE
Mg EHE (URBM, n=85) »362.3%. JEMMMEH I (URCB, n=43) »350.0% T®H - 7z, MDS4{k, RA/
RARS. RAEB/RAEBt D 3 DA K 512/R T F 7z, IMMLI03HI D iAEIZFK6 D X 5 TH - 7z,
RA/RARS 125\ T BM B2 O #AlIfE Y — R & iR U T RIF 245 T, JMML O B 13 RPBEE 123
WTRIFICRZ 225, ZhbDliEr2%E 1279 2802, RBM/RPBEEIZ HLA R —EUGE » & £ 1
TW3Z L, RPBHESDEHITH 2 Z &, URCBHORLBBIEHARM HMHE & LR L CHEITH L 2 L
WCHEEPBETH D, 51T, BHEITE S £ TOWRE - £, BMBTLEI—HE TR W L2 &THIT
BABEDD 5, W20 OHEITITHMEY —AZFBR LT DIV,

#&5. MDS #ifilg v — X FIBHERE 1 5 F4£FE(0S)

RBM RPB URBM URCB
MDS 44 (n=228) 64.3% 46.7% 62.3% 50.0%
RA/RARS (n=64) 80.1% 66.7% 95.0% NE
RAEB/RAEBt (n=114) 55.4% 50.0% 55.1% NE
6. JMML &l Y — X RIBHERE - 5ELEFE(OS)
RBM (n=43) RPB (n=11) | URBM (n=38) | URCB (n=11)
JMML (n=103) 57.7% 81.8% 66.6% 56.3%

RBM : related bone marrow,

URBM : unrelated bone marrow,

NE : not evaluable

RPB : related peripheral blood,
URCB : unrelated cord blood,

12
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VI EMFEETDRIE

MDS OERIT & o TIX RPN HIEEE S AML B b5k 2 & O YL H L WIRETEOEA D
HALNTITWVWE 2, BIEDLE ZALTORMIZBWT, BB A28 2 RE 0 H 2
FEEEZLNTWS, ZOOIEYEED A TORBEMBOIMEITIZEA LT WD, filsk L LT,
CCG & D 904> MDS D4 T DR HLIZ K L — D AMLEL 0 Ef#E A (CCG2891) # 4T o 72 Bl 5 #H
R h3fiss S LT 3, RA/RAEB O BRI o 720 T OHFLE TIZEME AT KID U 7 5EH] 1%
Z DI, HLA—BFEE R > — O W 25RO A 05 [FAfEE M % %2 0 72, 2 OME O AML B Efi# 8
AFEDORERERTITRT,

R7. AMLEBRREANIC L 2 ERE

L FRER (%) | WFEIEPUER] (%) | FECTE (%)
RA/RAEB 31 48 35 16
RAEBT 26 69 27 4
MDS — AML 16 81 13 6
JMML 13 58 42 0
de novo AML 836 77 16 7
—RMEMDS D5

1)RA

@il 2 DHE & U 2 WER R ROBBIR 2R TH 5,

@i ifn D B ZEFNZ N L CTIFHLA—ZAR R F =250 ZWIHEITFXIST v s s, BN

MDS99 @ #& 5 TlZ RA 841 xt L ISTHfF b, 5% BB LT2%, I —u v b OiRET

E%A m oy MFgEE LT3z T b, BEIRIZ55% TH o 7212, ISTITHIED % 5> T2 iEH]
12%f L Tl alternative K - — 225 OBAH M THb L 5,

@ LR CCGHIETHRENTWV 2% RAIZE WV TIXAMLIZN § 2 {485 (AMLIER) 0 &%
O TV WY,

@DZF Do DIRFE L UTHRATIEZY A b A Y PEEDFAS L T & 7205, G-CSF & erythropoietin @
PR HE R R R D 5, BE DI @ erythropoietin D EE 3K < (< 500U/L)., & 784
MABREE 23/INS W (1 7 B2 2 ARG 139 BRIE R 724, 72, BAIRBW TR X 7 vk
(demethylation) 3#l ® 5-azacytidine & % O FHPIY)E T H 2 decitabine ® MDS 12X} 3§ 2 50 # b ¥
HENATVBED,

2) RAEB
RAEB1 IZRA I2#£ T, RAEB2IZRAEBT Ik 4 26T N5, bEOF HRHFRD
12 & % & RAEB O4FEMIBSREUZ 6 R & D o,

3) RAEBT
Oniik o CCG#HE TIXRAEBT @ AML B HfFE ARGEIC X 2 ERFEARKIL69%, THoTz, Z
DIREMZIZEMRHBID 5 b, HLA—HFE K F — 23D 25450 AFRBBHLEE &L S, 212
SMIACFIRERE L . HEBHRHII S VAR A XENE, EWIDBDTH o0, Z OEMEY
184D 5 b I b E D A, A HFBAE % 2, AR % 2 7001 7 22 - 72 (B8R
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BMSH)), Z OFER. EHG O 6EDIFEFRIII9% TH - 725, Z IIBIHHMNIZHZE L
7 RAEBT O IE[FFEBAHIGH OME— DA & W2 200d LA,

@E W ®MDS99 T3 RAEBT 12X} L T AML o & i 38 A% (K5) 217w, £ Dk2f)ic[HiE
W MEHRRAE 2 BT 3 2 £ WO REMT b, 1942388k s . 5 b 166 SR 1ITRT
AML L O BEIFEARTE %21 T2, 166D 5 5, monosomy7 3 % & ¢ 1312 EME G O .
FFEARIZCCG LI IFFAEED81.3% TH o 72, B D [EERHIFIGEIA% 31 — 61 H (Fhk
fE40H) TH D, BBEIIH 2 & BYIEFE & K U T liE T 2o 1o BIRITAD Lo 78R D 36X
BIZAMLIZBAT LTz, BREA S NTEFIZTVT RO RE L RE OB TS TEBD,
ZOEMBEANFRE I E CORROREL RIFITRO T DITEM TIRETH 2 LEZ LT,
196D 5> &, 18423SCT %31, 194D 5y-0S 1£57.9% TH - 72,

@ a —u v )7 )v— 7 (EWOG-MDS) 2> b B & FHOMEBIZ O W TEEHIZ B 2 f#
Wifs R 23iss S ., SFZELL E O BB I FHEAR., #iE 2% (deletion, duplication, translocation,
insertion, inversion, ring chromosome, isochromosome) ® & % b D IZ TRARE, KA IZHEYE H34
FEEM T OEBEREO WD DI FHEARE TIEZ W, monosomy 7 13 dD monosomy 12T F
BARRTIE G o129,

@AML 28 O gtk B T H 2 t(8;21). t(15;17). inv(16) & & % F 3 2 %X, MDS Tl
ZAML ELTHEIRETH B,

®EMRIZA D T 0o THEFN R LTI R O SCT 258512 % 5,

®EMRIZA o THEHI23SCT 247 b TILFEFED A TIHERE T 208 ) b h > TV,

H1. <EMEAEE> ANLLO1, AMLO9 &£ D
day 1 2 3 4 5 6 7 8 9 10 11 12

VP16 L] ol
AraC R A
MIT A
TIT °
VP16 150 mg/m 2hr div day 1, 2, 3,4, 5
AraC 200 mg/rrf 12hr div day 6,7, 8, 9, 10, 11, 12
MIT 5 mg/m 1hr div day 6, 7, 8, 9, 10
TIT (triple IT) day 6

4) JIMML

OFEBHRED IMML DAFERIZ6% TH o 1217, FARI I ZLHI0BHEISTH 2 5, K2
Y a— Vo I THERRE S 4 7OWRELTbi b, 6MPHH % 721348 0D AraC % ff
LT3 LTz L O 2% <. EINOMDSI IcB W T H RS T b, AMLIRKRD
BRMEEE S LT n

@3 —u v RO 7N — TEIEBRESI O IREEI R 2 IRBSUSHED Criteria % FIWTRHli L 72*, 2
DFER, B> b u— VREITERTH o 1IRB MR X 1 TOWMBETDH B T L HIFE
WA, BIZVP-16 L Ara CO Y PR — a2 VIR, 6MP % 2 W I3 VP-16 AL H R
BSOS E R LT,

@KETIXHETEL D CCGRFZE ™ T 13412 AML B 0 SRR AL AT b AT 5, TR A o 12 T4
DI b, 2B FEBH 232 TIRARF LT 201tk L, BHiE 2T 74 25 12 501 TR I8
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BT 2HDAHTH Y EYFEOLTOTRIZARTD 5,

@JIMML T34 10% DIERFNIZ NF1 (FHFREARAERE) 254 6, % 724940% D FEH] Tl ras 25 ABE T
DERNLLND, T2, FOMOK30% TIZPTPNIIOZE B LNATWE Y, ZowdFi
IZBWT H ras-GTP OE 348 2 2, JMML Ti% GM-CSF 12kt 3 2 ERZME 234 5 L5 23, ras
X GM-CSFZEAR X — Z $HD FHIALE L TW 3, ras DVEF 12 13 farnesyl transferase 2325 %
T® %, R115777 1% Farnesyl transferase inhibitor ® —fT& V. in vitro® ¥ — X 1235 =5V
JMML (2%} 9 % phase I trial 2335 Z Zb i, 58% DREH T HIMERI DB 235 & N7z DL T
BIZER bhroTOWLT WD,

2. Constitutional ZE2&E%H 9 % MDS
Down JEMERE I\ CTlid, #Hr4: VEHI 12 Transient abnormal myelopoiesis (TAM) 2 L. % D%, MDS
55 AML-M7 2B T3 2IRELH LN T WS, ZOLEICEMIFRIGEEH S i, Bl oIk
2330% RiiiThH > THAML-M7 & LTHEL TEWEF 2 5, DownliE D 72 O AMLHFZE 7
O b a— TR TH B, FHRIZEIFTH 2%, B 1EMEG I L CRBHIEHEIG & 725 7w,
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