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BSHEEERIEZEE (myelodysplastic syndrome: MDS)

240251

B I RE B #F (myelodysplastic syndrome; MDS) 133E IEAIE D 7 0 — PR 1T X - THERD
EIMZR L, REIMCTMERSEAD ST 2EETH 5, 227 v — v RO MEHIE CIZIER Z ot o3k
EINWERER (BEK) 22 L. RICFROMBLE A5, 2 ZITHEBEEMEL 726 TEERTFER
PHEATLLAMKBLT 2D EEZ LN,

MDS O i Wi R 4F i L 1 70 3 A E & miE 12 % CNR TR ERTRETH 2, MDSIZ/MA
MFEDOKIS5-10 % % H . HARTOFIELITEM S0-10041514 £ HEH Sz Vs HAVNRIMIE - 254
L HMT o AN BMEE I (aplastic anemia; AA) « MDS RS IT (PAF. HSE2T) Tlk 2009 4E2
H5 520134103 £ TO44ER 2 B OMIZ363 6O —XRIEMDS 2 L TH 0. FEREFIEIZKITS
Bl EEE NIz, 2D D 590 %M EXTHEEREEINZ D L WERITH - 722,

INROMDSIZERA & IZR L 25 EE T 5, Bz iE. BATRD b5 $RIFEREH M & 5q- % %
FEIZ/NECIIMOCTENTH % —F T, Fanconi Bl (Fanconi anemia; FA) 12 fAF & 1 2 BB 5 il
ARA&NEAERE (inherited bone marrow failure syndrome; IBMFS) % & O e KMEBIZEDN T 2 2 & 2D
2, ZNHEAMDS & OMIE S 284 T, 20034 ITNRIME 0282 —a v /2 UNEMDS 7 — %
v 7" 7" v — 7 (European Working Group of MDS in Childhood; EWOG-MDS) #* 5 2% S L (F£ 1),
2008 4Ef WHO 3 H TI/NREMDS 2L L 72 3HH & LTHlb i X S itk o729,

MDS (31t D FEMEIEES 120 3 2 LA BRIE L BURNHEE O G HHE T H 2 1BHBEMDS L LTH AL
5o TNEMUAIRL N ARA Y 27— PHEFERE, ERERSEHRICL ) DNABEZ RS Z L CTRE 7 o—
YHEL DD DEEZ LN D, HkdIBMFS MAMIRFMEAA ORI RE 7 o — v 4T T
ZRMEMDS R IT Z L 03D B,

& I AMAEFZAE (hematopoietic cell transplantation, HCT) IZ5F 2412 22524 5 3 MDS 124 L CIRIE 2
TS 2M—DMPIETD 5, BHEITHHOTERLHILE OBIR L EFEEH 25 5 T R AL
BLTWw22, INEMDS EZFMERTH LD ET VY AVRVOEWIFEEHEMEST 2 Z L 58 L
CRANDEBRBE 2 SE I E 25T VIRILTH 5,

x1. FERIBICLBNMRMDS DL (XH3, 4 £ DB, HiR)

P RETIESS> = EE=3
Refractory cytopenia (RC) <2 % <5%
Refractory anemia with excess blasts (RAEB) 2-19 % 5-19 %
RAEB in transformation 20-29 % 20-29 %
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I. MREH

RKTA RT7A4IEMDS LSS N2 16ERTO/NRE NG LT 5, —RKMEMDS MAAM I IE R H
MDS & AA DR AIZA U7 R EMDS d & 25, IBMFS O#REHNIZA U7z T XEMDS 122 W T
X EIMAIEBAE T A K7 4 v - GRMWEBHASIEGER ] 223F Ica i,

I. w558

BEA & FAREIZ. /N MDS & RRI &R BB O FEREIGIT X > TS (GE DY, FRRoSE
TPFHRMPEL D,

FERIEMZ D W MDS 13 1) BILHM T % LR MO MK 2 K723 2 L 3%\, 2) Bhids
LIZUIRMEER 2232, 3) BERLSRRIIB LRI LOBEIWUL LTI L V., KEDRAL
R 2B EHET 27203V, 20084 WHO 432512 35 T refractory cytopenia of childhood (RCC ;
INERIEHERIL) &) BERAH»HRIBS 1Yy RCCIFBIET 2 MR % 2 L, FEREE 8
BETS5 %Kil REMT2 %RWETH D, BHEHRERITBOVTC2RHEU LOREH 2. 1 RHITE
WT10 %A EOFMIIC B ZRD 5 2 EPMEE S ND, FATIIEERIZRMICKSFIOT
BEARTHZ ZLWRENTVEN, NITBOWTIZAEAEROBERE ISP L »2TIE % <. KAMDS
T b 41 5 refractory cytopenia with multilineage dysplasia (RCMD)  RCC & LT D & S Ft#k s 1
TWwa Y, Ll ZOHMETIIREORERZ 4V HERWAIEE MR AA D, 2R L
1210 % L Lo S L RIEKZ 2T 2RCMD b, FJCRCCEBZMEND Z LIZL DT LERL, H
R B T INODRFANMELE T o7z, 22Ty AAITK T 2 LI TH 2 AAITIC
Bk S NIEN O BHIEARZ RS RICTHTMML 72 & 25, 67 %IRCCIZHA T ZRERA 2
LTED, 209 527 %BRCMD D EHE R 72 L T\wWiz¥, ZhbAA, RCCH L FRCMD IZH
SR 723812 B 1 2 FuE I H1% E (immunosuppressive therapy; IST) G2 & 47 H MDS/ &4 &
B4 H 195 (acute myeloid leukemia; AML) ~OBATR LI L2 L 25, 3R TAREEZ L RO L
Do T2o —J5 19994E 2 5 2008 4E 1T HFERIE M Z fE D L WMDS & L TEER S iz 650 2 it L7z &
25, 2561 (38 %) TLHRMICERILR 2RO, T ORHIZE BN E 258 WEICH D . Get ki
DHENERICE D 21270 ISTANDRIGRIZE T Lo 7225, BIEED LRI E &% DR E LB
T2 LRORBIERPITHRENATDE L T 2EAM»E . FRREIN T SRETORER L ERICHE
D30 726 20094E 22 5T o T W 5 HRBMN IT TRAEFEMEE TR RUE & BT RV IZ I & WIERNT B 1T
% AA:RCC:RCMD D 313 1:2:1 TH o 72, IST RIEE & #ITHIMDS/AML ~OBATHRIZIHM TH
HEZRO U o Th, WL REOREKRRT OEIZRCMD THRIZE - 72¥, EWOG-MDS 1%
RCC ZEJERRCC & IF - #@IERL RCCIZAFHL ., IE < BER RCC TG EREE OB 2550 LR S
NTWBZE25Y, RCMDIZHYST 2bDEEZ LN,

/N D IFERIE N % £ 5 MDS Tl refractory anemia with excess blasts (RAEB ; RASMIFRR 2-19 %,
BHEHZEBR 5-19 %) £ RAEB in transformation (RAEB-T ; MMM % 72 13 B HEHEERR 20-29 %) DR
BAEIZZ 2RO TRV £ 5 EWOG-MDSIZAML £ D% v b4 7 % WHO R L C
W520 % TlE7% { FABDSHTHWSLNT230 % & LTWa 395, RN Ta ey F 23V E 7RI
BoNTOEWV, BHFEREIE 23510 %. 11-20 %, 21-30 % O 3HOM TIFAGFERITEL L H 5 T2
2 &b, INETIXRAEB % RAEB-1 £ RAEB2 I 2 HEBE X T v s n s 9,

7B, 2016FICHET S N2 WHO D FHIZTB W TMDS IER2IRTI00 L 7TV —iZHF o h
72 BRITEEEREA N % A b 70 W MDS 1E MDS with single lineage dysplasia (MDS-SLD) (2008 4EkK @
refractory cytopenia with unilineage dysplasia, RCUD#H %4 ). MDS with multilineage dysplasia (MDS-
MLD) (2008 4F-hR ® RCMD #H%) . MDS with ring sideroblasts (MDS-RS). MDS with isolated del (5q)+

2
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MDS-unclassifiable (MDS-U). 1ZflMb & 7225, RCCIZOWTIFFFIZEZDWETH %2 < RCMD b
BOME L LT2008 4R & FBRICEENRMES O F FHRI NI, 20X Tl bs iz
PEZETHVDIREWVWI ZLEHED, BERFETO/NRIZEB T 2EEREREIZIHL 2T W,

&2, 2016 FHRWHO 2 4EIC 5517 5 MDS DRI EAE (XE 10 L D5, oiE)

i EERo MKESO| BREFHK/ | KELFHK| S8FK 7oz

- RiITE RIFEL BEERFER (%) (%) (%) UNZS
MDS-SLD 1 lor2 <15 % (<5 %*) <1% <5% no
MDS-MLD 2o0r3 1-3 <15 % (<5 %%*) <1% <5% no
MDS-RS-SLD 1 lor2 =15%(=5%*) <1% <5% no
MDS-RS-MLD 2or3 1-3 Z15%(=5%*) <1% <5% no
MDS with isolated del (5q) 1-3 1-2 none or any <1% <5% no
MDS-EB-1 0-3 1-3 none or any 2%-4% 5%-9% no
MDS-EB-2 0-3 1-3 none or any 5%-19% |10 %-19 % yes
MDS-U with 1 % blood blasts 1-3 1-3 none or any 1% <5% no
MDS-U WIFh SLD and 1 3 none or any <1% <5% no
pancytopenia
MDS-U b-ased on deﬁmng 0 13 <15% <1% <50 o
cytogenetic abnormality
RCC 1-3 1-3 none <2% <5% no

SLD; single lineage dysplasia, MLD; multilineage dysplasia, RS; ring sideroblasts, EB; excess blasts, U;
unclassifiable, RCC; refractory cytopenia of childhood

MIRFED DES : ~NEZ7 B LY <10 g/dL, M/MRE<100 X 109/L, FHERE< 1.8 X 109/L.
ETOHFITE W ORMMEIRE < 1 X 109/L TR T XL 57w,

*SF3BI R 0RO b 12858

M. ZFEIEMNZFHEOMDS

1. BlEDBED

HCT RGN % £ D 0 W MDS 125 U CHRIEAIfF C & 21RBECTH 2, BRI 1T X 2 FEL
HDWITIMARIFE D D ZREHNIHCT 2EEBINETH D, BITFBRAR L Shoahiy (2 /Y
I —TH D VIIHEMRRIEN) 26 T 2EHIZ oW TR 2T T 2B HCT 2179 2 & A3 HERE X
n2Y (M1, HLABEIE K F — 55F 6 L WA IZIST 23528 S A, ISTARISHNZ 3 L i dEim
BREF—2000BMMTOND, —XKME, ZXME, BEBEEOVWTINTH > THHCT DI D 5
(33),
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x3. NEROFHIEIMNZHHEVMDS XY 5 BHEED

ol BRBIE HLABA M |HLABEEIEM G s I HLA ¥& Bl
—HEMDS GNR S S CcO Dev
ZXMEMDS GNR S S S Dev
1H P EE MDS GNR S S S Dev

S: standard of care, FAHAMZHEIGHE T H 5

CO: clinical option, A% E & L T H R

Dev: developmental, BIFsHTH D | ERRFABR E L CEMT S
GNR: generally not recommend, —f#IVIZ#) D & iz

€/VZ—7 HY .
FYIF — 1E I $H R #2 4E

wHRRREYE WL

EBEE
wmEsE AL
47 R Bk
&Y
Tl
S I HI il AR S
L EARF—
- i M fa B HE

1. FEREMEFEDLEVOMDSICXITZBEFZITY XA

2. FHRFARF

EWOG-MDS 2 & 2 IFEREEIN % £ L WMDS 67O Tk, £/ Y I —7%E 3 2EHIEZ D
M OBEIEE B 2 VZIEWZI 2 H 3 2 G & g U CGETHIMDS ~NOBITR B REITE 2 - 12V,
EEFRIZELTCHE Y I—T2HE T 2EHNILZ O & IR L TRWEA Z R L7 2GR ITR D
TWILWY,

MDS DJFHE & FHRIZBEE T 2 BEFREIZOVTOMEIRAEBRTIERIZED L NTWS Y,
T TP53%° TET2. DNMT3. RUNXI. ASXL1 7% ¥ DERZMDS BEH OB DO TR ICEL 5
TEDRENTVE W NETH RS NTIEFIE T2 0 b T 2 25, FEERE I % b 7
WMDS TILBETFEROBHEEIZER WX 5 TH o 721519, Center for International Blood and Marrow
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Transplant Research (CIBMTR) 12 8§% & 1172 151410 MDS 85 & L CFRITHE L U THEET
BT O W THRMT U 72BFZ2121 20 R0 0 97 Bl 25& T i 17y 2 O I IR AL & o B 13 B
RENTWLE W, BIEROEITH R TIZETOEMTIPSIIZEMDO THRIFRTH o7z, 40 5%AK i
DINR~FAERN TIX GATA2, PIGA. SBDS O Z AR 5% < . H T b Shwachman-Diamond fiE {2
T (SDS) OJFHEL T TH 2 SBDSHEBILTOWM T VNVER BT 20O FERPIMO TRETH S Z
EDURE NIz, BBRENZ 12, SBDSHEETOWM T YV VERETE T 2EH D% S IZEFKIZSDS &
s Twhhrolz, TFE TH/NRDMDS LERARIEDHFITIIEFRE T TEZE S L v
IBMFS 25 AUAATWS Z EDURENTE D B LHFNIBT 28 LR 2MEHIDBETH S ),

3. ERIRBEE

1) EMmAEREBHEUN O ERKRAE

AFT 1999 4E 2> 5 2008 4E I ZEERIE I % £ 2 W MDS & L THIREIT T B85 S 172 656 D B IERE
WIZOWTHR RN 23T btz 656IH 27 TR CROBBIER S hiz25, 2D 5 5D 184l
IZIERIRA O TECFIROEME RO 5 2 L L RELTREBE SR> Tz, IBEMATEL 7294
% K BREMAEFEMELN TV S Z L XD, Wi AAE TR R L &30 WIEFNIZ DWW T
i, ERECRBBIE T LIRS EEZLND,

PRI SE 7 0 7 ) ¥ (ATG) £ ¥ 7 a AR Y ¥ (CyA) #FHWTZIST AT b N THEFNIZ B W T
IE. 40~60 % & AA LIZIEFEORBIR G L T 5 072020

2) BMEpEY — 2 DZEIR

INROIFERIGIN % D L WMDS OBAEIZER L TEMiEY — R £ TR & OBEIZOWTHRES L T:
T=RIFIF EAEL W, BIIR U 72 ARI O R RZ W B RS Nz 656D 5 £ 28I THCT 23T b itz
D5 BB NZ &b H DVEBAIIY — 212 Lk 2 FHAOEEZHL LTI L o727,

JE A3 BH7 A2 4 (cord blood transplantation; CBT) (2B L Ti&, RCC 314l % & /N MDS 7041
IS 2B SRS ST Wb, 3EOREGFRIZL % THo 122, WY LEH K F—0345
LN WGESLEABM T 2561203, FEMBEH CBT » # kO —212% ) ) 2,

3) BHERILE DEIR

EWOG-MDS TIiZRCC 2 L TH BRI HTALIE T & 2 busulfan (BU) + cyclophosphamide (CY)
+ melphalan (MEL) V¥ X ¥ Z H\WT & 7223, FRIMGE HIEHE % & TRAEBIESET (treatment-related
mortality; TRM) 23% 2> > 722, % Z TRIE B RCC I 5t L TIRE IR % 838 L 72 thiotepa (TT) +
fludarabine (FLU) + ATG VY X ¥ % 1T o7z & 2 5, BB RILE & F% 0 BE S S iz hs,
VANV AFEESAL L EERESMETH - 12, —F, EEK - BEKRRCCRE ) Y I —TLET
BAR QYRR 23 25ERNIZH L TIETT + Treosulfan + FLU LV Y X Y 2L T\ 3,

AFBTIE, NEOBREEFHASE (2008 R WHO DO FKRKHO 7T — X TH D, RCCITFHEYT
ZHREH D H F T W72) ITFLU + & CY (750 mg/m? X 4) + ATG +{EfR &2 & BHRIRS (TBD %
BIALE I W2 IEMAGE B Z T o7 L 25, EEMBLNTRITE A ) X LEITTRE R —
BTh2icbMbo I oREEMALEZET 2 [ Fr—BEmAL] 25fME L %> 72, FLUZAIZRE
5 CY O E D K F —BEMALOWEINCTS Lz H D . HAIE MM Rl 5 & — o b B 8%
F— & & W TR RN 2> 513, BBFT R SRCCIZAET 2 2 L fEfREF £ LCRES LTz
25.20 0 AA L HER L CE BT BE 235 W RCC TR LTI BEIDHI%) 3R % 3k U 7o B L E 25 5 2
EE Z b, FEPBRIZFLU + MEL + ATG £ {ER &= TBI % W 7 B RGE 2 R H R ICT L7z & 2
5, RF—BEMALBBOLN L o727 2L kD, RCCITHRS ZRIALE & L TIZFLU + MEL
+ ATG +{EARE TBI R S L 2,
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—F. BHMRZEEIS 5 IZEWRCMD IZH 3 2L E QY ZMEIZ oW RIS N TE
SHROFETH 5,

V. ZFEkiginzf+¥> MDS

1. BHEDE
IFERIE N 2 £ 5 MDS 1E—X M, XM, IBEEOVWITNTH > THHCTDOHIETH % (F£4),

x4, NROFEEM%E# 5 MDS 12X 9 5 BAEER

REY SEREZH HLABERERE |HLABEE JEMm i 5 10 HLA &
—XEMDS GNR S S S Dev
ZRMEMDS GNR S S S Dev
1B EE MDS GNR S S S Dev

S: standard of care, FAH HMRHEIEHETH 5

CO: clinical option, BAH % & & L T H R

Dev: developmental, BAFEHTH . ERRGAERE L TEMIT RS
GNR: generally not recommend, —f#IYIZ#) D & iz

2. FRFAAF

BRI % £E D 70w MDS D2 EFRIZ80-90 % & B EIFTH 2 DIt LY, IEERBEIN 2 5
MDS O &£ FRIZHCT %47 o T H 50-60 % F2fE TH %252, EWOG-MDS 2597 i D # 4l ik 4% % 1%
ritzd& 25, SEEAS XY FMAFEE (event—free survival; EFS) 159 % T. TRM & HF D FEA K
FREN2 % TH o122, AFPDOMDSIIWFZE T 15H11Z HCT 247\, 96l 234855 4 7% T, TRM3
Bl JEIRFE 3Bl & DB T OMETTH 2 BEWOG-MDS & [ DFERTH 5722,

B D D FFERENA 5-30 % DIEFNICB VT FRICEREEZ RO 2HFREEDO D v b4 7 IFRH S
NTWRWWO, —J5 BHIBTIZFEREN S 2330 % 2Lk & AML O A %25 72 3 & TITHEAT L 725ERNIZ
B EFE DM ERITE WY,

INRMDS 1281 2 kT R 7 0 — VORI O AL L3 FRE T T 271 DICHEETH 5,
BRI % £ 5 MDS T 60 % M LB EIEE 28O, -TOHESRDEHVY, -7TR+8 %L D
B O B TRERR S N2 BHALERE QR EOZRIRE) O FRITEL Twds, 128 Lol

B D RECRYEIRIE T &) 2 F O EMMEE 2 23 260 FH IO TRR T, HCT
THRIFEEL W2,

3-2. THiBER72 X S ITNEMDS DBEFEFEIZOWT ORI D L TOTH L BED LT WD,
KA Y O s /1/—7°Z))60)#l§ﬂ:“ﬂi%fékiﬁ'7m b L WMDS 12 u\'CﬂBb)@@WHiH’EP“EE%M
72DIX13 % DA TH > 72D LT, FERIEIMZFE S MDS Tl 68 % THRMIEEZR 2D Tz, Yuth
R TAZ LIEEERILI D ' Y I — T THRHREZR2E T 25ENE > 72 (56 % vs. 18 %),
ZHNLSETBPI R ASXLI. RUNXI 7% EDBEFITRD LTz, FRITHLIZZREZFAE S L
2o 129, REOWIEZ v — 7O T H FEITE RO BE IXIFERE M Z £ 5 MDS TH . RAS-
MAPK B 1B 2 BEFOLEE NS o225, 22 THFRICEL 2EEFLZRIFAES N Do
7219, M-2T ik X7 CIBMTR 2* & O /NR % 5 & 151445 O f#HT Tl 4 T O 4E My C TPS3 4 Bl D
FHHBPRETH > 7217, INEMDS TH WAL RIIZR L U T GATA2 BB T 2T 605 1517,
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GATA2ZE B % H 35 MDS D E LT, ERERD» L EFRIITIFF L, FEREEINZ £ 5 T HRE I
%<, BI)VI—TRETHFREOEORERZ LT UITHED 25, ZOZTBIZTHRITITEEL w3,

3. ERERERIE

1) BERAEOER

— MBI FEBRIE I % £E 5 /NEMDS 1283 2 HCT DRI AML L EEZ1T O 2 L OEBIZRS
NTWZEW2 0 T BAET O BB 2130 % 2L _E D MDS B# AML 12 3\ Tl HCT R 12 AML
BULEIERE AT O EBMBER WD LTz L v Hitsd 22, RFBDO MDS9 L T IxIFERIE i %
£ 5 MDS @ 1612 L THCT #if 12 AML 21t %239 7 (etoposide, cytarabine, mitoxantrone) % 1T - 72
£ 25, BFRIZE % T, (L¥FRIEIZ X 2 EPHEFIZRD b T was, BEREEANOFS X
RETH2Y, BHENAEE L TOAMLELFEEIZOWTIEZ ONAL X IS IO WT, 5%
HIRETHDBIETH %,

i X F VALSE T D % azacitidine DA IZ/NETHRENT W B, BHEBOTFHR P WESE L0
EIDEERHL 2 TIE LW,

2) BfAE Y — X &R

2HBXCFIEMEGVHD ZTRMOFER E LD 5 27O FF—ORPIFIEETH %, 1976405
20014127 VY RNy F v UDBAME L v 2 =12 CTEAL S Liz/NREMDS GEERIE In % 5 7w
MDS > EAEME BRI F % D & &) T clx. JEM#FE & THLA REA M R F— 25 0
FE1Z GVHD DBEFE 38  FHRARTE 5 7239, 19984E2> 5 2007 £ DRI A & U THER % xF 5z LTz
EWOG-MDS Of#T Cld s 7 a AR ) ¥ BMTGVHD FF5 %17 - 7: HLA # & L% K — 22 5 O B4l
FIHDBEIEZAMEGVHD D) X 27 TH o 1255, EFSITIZHE L K h o772, —F . HLA F#EAIEME F
F—5 5 OBMHTIZGVHD X D bEEIMETH - 72, 125U LE0ERE I IZEM:GVHD & TRM
DY RAIZBENZ Erb, FRBELRE R F—»50BHMHAIOGVHD FHiZHITT 2 Z L IZEL W
23, 1258 AT O/NRATHLA B A ML K — 2005 OBAEZ 2 2850 GVHD FRHIZFR T 200 i 5 28
Lwhrd Lintw,

BRI Y — 2 % S 2 LB & R o MITIBEREO £ IZBO b Tu i n®, -3-2) 27D
HWL7:& 2 ITCBT 17N 225, MDS id i MasifE & i L O oEELLARTH S &0
SHEDH NP, FEIBETDH D,

3) BiERIALE D EIR

TVY RNy FUY YDA Y X —OFENTTIETBI & D HiILE I EFS OWE ICHF ST, &
PHEGVHD D VA7 # L LTz L WIFRERIME LN TWSEY, TBIVY AV EIETBIV Y X v % HFE
PR U 72 B RERBR T b Tz D1 TR LW, FEERIEM Z A 5 /NEMDS 126 L CTIFIETBI LV ¥ X v
DBRINEN B Z L2350,

I E TTHmEN R D L BRI LE I EWOG-MDS 23 W7 Bu + CY + MEL*TH % 5, Hi
WD D SAEEFS 59 %. TRM & HHOFERNZNEN2] % THo 722, BIKENZ L IZAML I
SNLTHEUBHLY Y XA v EHnizE SOTRMIZ10 % i L RE SN THE D 7 MDS B TRM
DEERNT L L o> TV HREEDBFEIFXTE LW, /NEAML TIRRFRERIFHILEOFHED RS
TWB 239 FEERBEIN % £ 5 /NEMDS TOME L% { . SBORNZES 2,

#20194E4 H15HMRIO A4 R4 > Tl. [Bu+ Flu+ MEL] &EE#iLTWE L7225, [Bu+ CY +
MEL] ~ETIEE L £ L 72,
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V. BEREMDS

{LEFERL AR I & D A U BB TFERIGER T 2 LF 2 LTz, FlkoffgEcldin
Bt THE T 2MEORY 7 0 — v MLEEEORBHICRINE N Z ETHRIET L LS TV
23, Bl - RMIMOIFERE G ICHEL O FTRERFIIBEL VWL EEZLNE ZE L, WHOS
M CITMIEEMNE 2 E 3 2B DRITAE U7 MDS, AML, ¥ X 'MPN (myeloproliferative neoplasms;
BREHETHMEIEE) % & b CIREBEE S (therapy-related myeloid neoplasms; t-MN) & L T\
2, ATT B MEE & U CIRIMRIES: & D BEIEIES 234 < . EFIES: © T i3 B PIIE S fise2E IS
DIEDE . THNLRATT 2IEEITHN T 21680 5H3-5E ORI 212 T +-MN 2B FIET 2 904,

INE TEMNIZEAEFRDIN0-30 % & FHRRRTH o 7203040 L Q& TIE50-60 % & —XK
PEMDS O FAE & BT WAER2E 5 T 229 RIFO RN IC B8R S N 40 O fZHT T
HCT JEREATH D A7 R IT HCT FEATHI & Fhi L TR E (29 % vs. 60 %) TH D “HCT @IS TH 5 (&
3,4) 25, TPS3ZERDDH 2 HDIFHCT 2 1To TCHFROUENYHF TSRV EVWIHEDLH 27,

RIS W CIX HCT % 5 1 72 31690 14451 237] & 2> D B HERT{L 229 & &2 0. 14409 76 ASHCT
BOEFEL TV, —H, LEEEL L CTHCT 217 o 72 17609 12 05417 L T 72 25, b2eik
DSRAEIER I ZFERE & OB WEITHI 2% AT BT 2 2 L3 TE R w?, KEDA®) 7 v
20—V T R) TPy E—TRREX OV A FEEFL VI XL ETHEBEAZKATIRIC
HCT Z{T-> TH D, HCTRHZTBBEHFZFERDIS % Kiili £ THA L TV 18P DALEERIL65.7 % 12512
25,5 %L ERRGFE L TV 3 eFIFETE LT wWi®, W27 v— 7I13FEIZBu + FLU + MEL % RijLE
2. THIBERRZERMM A WIHCT 2175 2 & TTRM 2 5/NMRIZT 26217 TH D EERIZHE
THIFID 5 B TRMIZIFID A TH o 7zo AFED H LW O FENT TIZIEF L ILRE G D R AR A3
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TH 3 (F3,4), HANZAABBRNE S QN TIXIST BMToNT: AABRFITH T 2 SEBERFEAE
RKIX13.7 % TH D, ISTHIEHK 6 2 AR S TORIE & G-CSFOREMMFER ) A 7 WFTH o724,
FA Y DOWET NV — T 2SAAITK T S ISTRIZHIE L 72 MDS D 72 & HCT %17 = 72 17D /NRIZTDo W
TIRNTLT:E 25, 11HITBu + CY + MEL Z BiALE I W T Wi %, SEEAETERITA1 % TELIER
ZTRM TH o7z 2 &0 5, HILEOIREREIZHWE I RO LN D Lifim L TV,
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SHIRTEEIEE « EEMEEEKERmR
(Juvenile Myelomonocytic Leukemia; JMML)

240251

ARl BB E IR (OMMIL) 135 il BB BOE B RE (MDS) & B BE3E % 2 (MPN) O R %
P RO MEpMEo 7 o — v WEERTH 2, NEAMBEEDOKI3 % % H O, b2 ETIHEMN
2023 FAET 2 EHEMI S B, HA/NRIMA « DAL O RBITIC X 2 L DWTI4ER O Fr 01X
1.8 TH Y. INEHDOAIZALNDHEETH 2V, FEHRAERE LT, FHHZHFME, ) > SEiEA,
BBREZRDDLH, VA NVABYYEL ETHRABOFR0A LN L2Y, BREEN, MILEEED
BLODTEN LA ZRE L COBMBEETH 5, RMMTIIAMBRES, m/MRIED. &ifip
AN, FREREE 2 H T 2 HIROMINSREIN TH 5, BT LITEHERR 290 & U IZBER
Wi 2320, BEOZATRICZ U IFERIZ2 % 22 v, MEEFENATRE LTiE, 39
DIDFEFNE )V I —T% EOYERRERRD 2, $7:IMML D 80~90 % CTHEkisk~2u 7 7 —
v au = —fl#KF (GM-CSF) Z &4 T D RAS/MAPK ¥ 7' F WG ER K I E S 2 4O BIE T
(RAS, NF1, PTPN1I, CBL) DWW B ZH T2 Z L HL 2L oTVWE, ITNL5 TR
W2 X 5 GM-CSFIZX 3 2 HEZ M IMML O REETH 5, Heilt O Ml 5 8L F 4T 2> & SETBPI
RIAKIZE R EH T AR EFEELIHO 2L L), FHREOBEIRESATVWEY, H—
DRGSR T H 2 25, BRLIEM T S X D PIRBAEO A N> hMAEFRIT S0
RIEELHETEZRIEEET 20TV, BARIEOE 2 2 M _kicid, 5 2 pi i e Y —
2 DEFIINZ . D FEOIEOEA L EF 7z LRMFIHEE O IBETH 5,

I. MREH

RKITARITAVIZIMML LS 2EMOBEEZNRE T 2, 16 LTRSS s IMML
FIFEAEGFELTVWEEZ LN S,

I. mES%E

JMML 12 WHO 434812 3\W T MDS/MPN & L T3S (3 1), /N D MDS/MPN O KR4 % 5 &
2o 20164EETWHO S HIZ X 2 W ME R 2 1R 1Y,

% 1. MDS/MPN (2016 £ WHO #48) "

Chronic myelomonocytic leukemia (CMML)

Atypical chronic myeloid leukemia (aCML) , BCR-ABL-

Juvenile myelomonocytic leukemia (JMML)

MDS/MPN with ring sideroblasts and thrombocytosis (MDS/MPN-RS-T)

MDS/MPN, unclassifiable
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%2, EEMBHEREAMKOZITEE (20164F WHO £48) '

I BRI 2o MR (U 0 43HH 2 3 X Chili 72 9)

o KR HERAT1 X 10°/L BA_E

o FER (BHBRZET) 2520 % K R D 2 W IZEHEH)

o JEfE

* Ph¢tafkd 5 W E BCR-ABLWABILF 2RO LW
I EBEFEEGZS LD IHAEMZT)

* PTPNI11 %721 KRAS & 7213 NRAS OARHHNEIZ 5

o PRERRMERRIE D BRIKEOWT & 721X NFI AR

o CBL DA JEAAUZ 5 & LOH

I IOHEMEE TS TWBHE IR ROFEELG- 52 &
e /Y I—TEBMOREAREE LTI TREHE2OMUEEZHET 2
* HbF AYAFHp I Figt LT3 in
* A BEERR BUBEAI I R0 AR ER D RAH I~ D HI B
* GM-CSFIZX$ 2@ (au=—7 v £ A1)

* STATS @ V) v R{LICiE

M. ZHEOE

IMML 1265 1) % Me— D IRIEHE IS MMM TH D, EARANITIZETOREF B OIS & 7
220, LrLuss, —ETIIRERRTH DRICHREM T 2EMOME S TE Y, B
BAIVTITERORMD D B, —FH., WEMOHK, BWIIREET 2RO 2L DL, B
BT 2H8IIBVTHEBEAN FF —REBLEHNY 7 FF—a—F 1 72— MA T &3E mimfash
DUEfFHIEZ TEL ZEVHEETH 2, HTFFNEFOBEIZ X 2WBOEVEER LT, Locatelli
LIZEoTHEID LI TBMHEIEIERERSATVWS Y,

x3. NBROFEIENZ#HLEWVMDS X3 9 3 BHEBEIS
PTPNT11 KRAS NRAS NF1 CBL
Noonan JEfERE Noonan JE{BERE Noonan JEf&ERE FAATAAE I CBLJE R

R4 ) 2 B
}Kf M2 3 "watch and wait" | "watch and wait" | "watch and wait" "watch and wait"
(£ LOH) HSCT
(EARASESR) | (R RESESR) | (R REILSREE) HEAT B IUTHSCT
s 5 HSCT HSCT HSCT CKEB4) - -
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V. FEREF

IMML Iz 81 2 H 9 20 TR K F £ LT, Niemeyer 5 12 & - THi# & a7z i /MREL3.3 75 £,
HbF 15 %ML b, FEl2 MU ESIL b Twa Y, BFEIR, Z OIEBMEIZ BT 2 FHRARRTIX
IMML O4r F#HREDFENE KL DD TH B EEZLNTWS, CBLERWE X F—HD RAS
ERHITIE, HEBIRIRTIRSETH 2 Z EBME SN TWB Y, —F . NFIZRH B & FPTPNII
ZRHNZ, DWIRHERISE VT EOFHRAR LIRS & B U, BT L2 I X2 ITHET L
BN TREGAZMS LS n55'9, S 512, PTPNIZEEH T3t o385 F BEHNIZ <AL D
RETH), BREINEEIZE VI LASRINTWSEY STEEEBREETETI L )V RES T
SETBPI 3 X U JAK3 DZERIZ, £ v Fey & LURBOERICES T2 2 LRk, A7
T2 RERFTH 2 LMESINTWDY, MTid, BIEFHRH 707740 v 712k 2 AMLES
FHNRL =, DNAREXFMLORREFHEMET 2", 2 b0 FHRRARETIEZ
NEADHWMTRSHBE L TWS Z LR ani ',

RIGHEE & L C RS MMM T b 5 28, BERLEMFID L w10, BiiicsirsF
%A FIZB L TiX. European working group of MDS in childhood (EWOG-MDS) IZ & % JMML100
DIFNTIZ T, ZWIRER 4RI LB X ORKIETH 2 2 L BMERAFIINT 2 ARARRF L LTHi s n
29, 72, Eurocord, EWOG-MDS. CIBMTR IZ & 2 i i f 4l % 52 1F 72 11045 % 5 S H#HT ©
. 2PUR L E O HLAAR—E, PWiRER 148 L. BX 0 Y I - T8 FAFIINT 2R R
HFTholzbifitsaniz”, HLA—FEIZE L Tld. KE 512 & 2 IMML30HI D fEHTIZ 35 W T B
BRBRAE & OB 2VRB S T WB Y, F—FilEZ AW CBES i 306hsplicEER 2% iR
., FXTHLAR—E KR F =25 DBMTH > 72, FrEMEEFEIZEL TiX, £ O TRERT
THDIZLEIRENTVEH, VI —TIZOVWTIEFHRICEHT 2L WIMELEEL LW E W
IMELLLHFME L, H—RBIIBLNTO W20 BHBOFRICEEY 5 2 2ORF &
LCiZ. EBHEGVHD 32175121920 IMMLIZEIT 2 GVLEIRZREB$ 2455 L LT, National
Marrow Donor Program (NMDP) @ 7 — & % I\ 7z 46 Fl OFRES 3 & OF H ASE A FO Al 72 D A B
f—uEM S0 77 LT — 2 W2 1290 OMEHT T, 1B GVHD O FIAE 2 AEF B L TEIITN
TEIMIT L BIFRTFTH 2 Z EDRENTVNS S0,

V. ERERAIE

1. BiERIALE DER

IMML 2§ 2 BRI L E 12 5 W T, 25 BRI (TBD o G HEIZH L 22Tk w32,
EWOG-MDS T, TBIZ HHWZ WEHEILE & LT, 7AV7 7 vBU+¥Z7 8RR 7 7 3
FCY)+A N7 77 ¥ (MEL) ZHEZEL TW 5, 19934E 22 520024F £ TIZ Z OHILE % H W T
JMML10041 (Ififg K 7 — 4841, JEIM# K F— 5241) 12 U ¢ FfEE A 23 HEST & v, S4EL
17K (0S) 64 %, A _v MEFE (EFS) 52 %. HFHE (RD 35 %. BAHBEEIET R (TRM) 13 %
LB SO, PRE2L D, FETBIFILEE LTBU +7 V& 7 ¥y (FLU)+ MELIZ & % 4
BAE A S hTwa Y, HARBEMMEBHESOBMER—TEE 0 /7 07— 22wz
B HIOMET TIX. 20004E 22 5 2011 4F % TIZ 59412k L CBU + FLU + MEL % F \» 7 [A] ffi 1 £
B H3HEAT S A, S4EOS 75 %. EFS 59 %. RI26 %. TRM 9 % & 2 — 1 v % ZPUHid % 5lifE T
Hotz?, HANRAIMFEY v SEPFZE 7 Vv — 712 X 2HiLEBU + FLU + MEL % F W 72 BT 5 486
ERPRFRER (IMMLI11) 23201 74R 128888 T w2 . SR ORI R Rl b & 25 TH S, KET
1% Children’s Oncology Group (COG) iZ & - TBU + CY + MEL & BU + FLU O #EE ZE] O {317 Bk
(ASCT1221) #2013 4E2 LEHMR LT Wiz ds, BU + FLUBHIZHH 2% L B0 o W BEHIEEK T £ o
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720 BIALEFREEIRTS DA TS B OMEERETH 2,

2. BMREY — X DER

AR, HLA —BOEMG K — 2 5 OB Tlx. HLA —EUifk ¥ F — 2 6 OBAE & 131355 0 il
PELNTWS S0 Fiihd EWOG 25 OEIZB W TH, FF—HlD S4EEFS IZ I K+ — Tl
55 %, FEIMAFK K F—Tl3d49 % L £ 2RO Uo7, —FH., By — 2 1B L TIZ93 % IBH %
TEHRMMAMER & ., BB OFEREIZOWTIZH L2 E R L LD o1, B LIE. 1999
AE D2 5 2006 4F 12 /N VR IR 2 43 MDS FR SRS I 26 55% % 2 C ol & A, AR E I A B RS Al 23 i 4T & itz
61 5l DFFATIZ BT, B ARG O A 17 3R IT B F 72 13 RN I A AR A 12 b~ K 2 o 72 & R
mant, 2oko HARGE MBS S OBMEER—T0EE 70 7 7 47— & % 72 20004F
225 20114E £ TOIMML 12961123 2 BAEDMET Tld, Bl Y — X D@ WIT X ) BEFERITH
HEN L EZRO Lo o, PBRBiEs 1) 2 EERITEHBMICHRERITED - 72 (76 % vs.
91 % ; P=0.01)”, ##4%* 513 Eurocord. EWOG-MDS. CIBMTR (2 & % 145 # Ky S [RIRF 42 o f5 5 A3
WE SN TWD, 19954E22 5 20104F £ TIT 10BN LTI MBS HE1T S v, 4B -2 %. S
4£0S 52 %, EFS 44 %, RI 33 %, TRM 22 % CT&» )., HLA O —ZE & BAHEGE I BE 2 B0 727,
HLA —ZUlf%k K F =230 Z W&, HLA—EEOEWET 2= v b 235 5 uud, B B b
FRZEIETHS D,

3. BiEgiaE

IMML O¥F#a > ba—nizid, Avs 7 7Y v (6MP) BAl, H2 Wik 2RV % 7 ¢ (CA)
EDOBHBESH VO S 22D HIENEEMIC X 2 EEREER % B IR 23T b i 2, Bl
Bl O WEE I IEF S5 TRREY 27 OB & . BIE—RIIZIZE S bR ne 2, JMMLIZ
X925 AMLEULERE OB RIMEICEI L CidiER2H 2, COG2 5 1E, 3461IZFLU + KECAIZ X
5 AMLELRE 2T b i, 2761 (79 %) 1T A RAER D &, W 1241 (35 %) IZRIE D TE K %
ELED RN ERIEL NI LM SNz, —FH,. EWOG-MDS Of%E Tld. BAHRTRE &
L C AML BB 23T b 7z 1645 & IR & 72 13K B AL 03 3T b 4L 72 84 4 D B il ot 12 2%
wbam EDURENTY, PLEX D FERERL PRI X 2 MR A 7 & 2 TR B EALRE O a

¥ hu— iz DA AMLENLEERE SR S hTw s P, 2o, Bl ® Eurocord, EWOG-MDS.
CIBMTR O L [AHFSE1Z & 2 i AR D% 5 RRAENTIC X D . BAEETIC AMLALRR 25210 72 B4
DEFRIIIRR L 12 IEARHREZZI LB ICHRERITEVW Z LAVRE N7, B
AMLEUL2EFEEICBI L Tk, ZONE., Bl — 2 B0 M2 & ER M BBETH 2,
Bl GBMEERE LT TPV FYVYRLMEKA Yk € X -7 EHHER 0B AEs#F s T
BOP, BEEBKABR s ETHTH 5,

X

L HERRE, SPARES, O, 132 FHERSHERIEA M K 75 B0 F% NRIEY-2 MDS
ZRROD ﬁuﬂﬁﬁ’ﬂ‘ﬁ A, Hif. 2011; 52: 1853-1858.

2. Niemeyer CM et al: Chronic myelomonocytic leukemia in childhood: a retrospective analysis of 110
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3. Karow A, Baumann I, Niemeyer CM. Morphologic differential diagnosis of juvenile myelomonocytic
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