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FIE &

i

BRI BJERERE (myelodysplastic syndromes : MDS) 1, 1930 FRICHREBHFTICHKIC L Vv [RIG
PEEM (refractory anemia) | & L CRedli & 41, 1940 F£RiCiZZz o [AoEAI | 13 2S5 A s
WHER LS5 2 2R & N7, BHAETIE, MDS dEMmeEMiEES cH v, P meRip e R

(dysplasia : IZEL), MBRKIAD %, BRI AIME~DERZ TR e 32 FEBTH 5 T L 3L AT
ENTWw3, MDS DfFfg, REER O FZRIZEGEICEHTHZ. MDS O434iE, French-American-
British (FAB) 43 (1982 4£) [1], World Health Organization (WHO) 248%5 3 ik (2001 4E) [2],
%4 hi (2008 4F) [3], % 4 REGETRR (2017 4F) [4] L RS TR Fric, mHTOH 4 IEGETRT
&, FESEN L [RIGEEN] OAFTSHIRS h, B PERBYD ChBIcH S (MDS-RS o
SF3B1Z25) Z L 3Flc#i L., o, 77 LEFTE oM & & 312 MDS O 5 1R fE o BEfiF 3
TREER IR, AARANDOMIELE OEIA KL S Z L2 ENS T L ixHkZ v, —7, MDS 3% DK
FEBLEETH D Z L b, HERIEZ TET 213 PRE TS LnEETH L. Bk FHRT
BNV SN THAZDIX, FAB HFEICE-D W72 IPSS [5], WHO HfEIcEo w7z WPSS ©d v [6],5]
7EClE IPSS DEkETM (revised IPSS, IPSS-R) [7]123E&E LT 3. L LAad b, S TiRRED iR D
BICH D ST, MDS ORFBEOERBIIRZ ICRENTH 5. il iEEEICDEE~D X 5
55N TFIRBEDEARE-NS. RKRic, A IMDS OBEOSIEA A P 1k, 2hETo [
P B S 2 AT ) PEOWIFERER %2 B £ 2 7= BORFER il TR T LT 5. Minds ICHEHLL 72
EROEFUCBI L Tk, HARMRY 2 OEMFEESEN A F 74 v [BHEBEGEER (MDS) ] 2%
ZICLTHEE W,

H2E KA

MDS Id. KGRI A U7z BEIC X o CEMMAE O B 20 e 748 b — v ZARFEE I, 1)
i, 2) S OEEER 7 RIZR. 3) RIICE T 2 IMERIRA, & v o R % b DIEE
BTHhs, LiIZLITAMEBEMAIME (acute myeloid leukemia: AML) ~f479 %, HALETIZ 14
MICH) 6,000 A3zl i s, MERIFRE &I ER L, FiC 70 U ETaiic ER I 5 2 L2
HMohTwz,

MDS D ZWIC i3 1 RHtAE D Fpe ) 72 BRI & A BHE MM I 31 2 BIE R OIFIE & it L 7 %,
¥ 72 MDS D381, BIEK D RHE. BREEFERO A, BH6 R < DIFEREI G, MAGEE AR
REoRMEEELEICL B b,

MDS DHREEIZ %KD 72 b . AML B BEHEIHTENES; (myeloproliferative neoplasm: MPN) 7z & D
B ESe, FAEARMEAI (aplastic anemia: AA) 7a & OB BN EFEMERE & DS HIE L 72 5 23,
BRI N 2 FER D & 2 IR0 b b, MDS & 2 ofigEE & DM OKRA v P 2R 1 ITRT,
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BUERLY b T 3 2017 0 WHO 7045 4 MREKET T IITEZRE A1 72 I K D il & BRI DT
flios RE &, EFEEICERI LT3 EIETFEROERS MDS OZWi L 0 IC G 2 2528100 W»
TR SN T 5, MDS OZIICEH T 5 MEKEA DB IIRER TH 5729, A MDS oZliiis
DI B DOREE & HIROEN & & ITIKEFE L Tw 5, 2 D728, WHO 435 (2008) T D “refractory anemia”
% “refractory cytopenia” & \» o 72 HEED R4, “MDS with single lineage dysplasia” < “MDS with
multilineage dysplasia”ICE &1z LT\ 5,
7o, HEREIA OFFRE A RE X v, REFERGRATEHI L 25 B HEE ML D 50% U L% o 2354 DFtHE
EBRESEBINT 0D, HARNCFRIZEHO SHMMIICT T 2 H GO A TR0 2 X 512k
D IERIFERRAMAL IS 3 2 FFERDEIA 25 20% LA L2 58 2556 TH FE M3 2 FRoE&
2 20%KiETHNIE, MDS LZWans X5k o T3, B (iR eE) i nTit del(5q) 7
F 25 MDS ICERRI R BE & LCHSZ L Tw 3 (MDS with isolated del(5q)). it DK MDS
(hypoplastic MDS) “C#giE{t % 5> MDS (MDS with fibrosis) ¥ WHO /3o il e L CT&ED LT
Wby,
fh D HHERNES & FEkic, MDS 1[5 1 2 B T RAROFRIIKEICER I N>2H Y MDS TRHKE
WERPA LN BT & LT SF3B1, TET2, SRSF2, ASXL1, DNMT3A, RUNX1, U2AFI1, TP53,
EZHZ % T b b, LALanb, o 0ZRIFBHEEMRECIROONE ILHBHLILh D,
MDS DZWHE W TEH I NG DBETRBPFET 22T TEIATATHY, BIPRLI7n—-FY 7
4 DIFEZ IR L CHEEBEICB 2 5 BER D 5,
ZDXSREED» L, MDS OFiEMEE (precursor conditions) & LT, CHIP (clonal hematopoiesis of
indeterminate potential) & CCUS (clonal cytopenia of undetermined significance) & 234205 X 41T\
%, CHIP (3, RMMOMAIEEIIIER CH 225, BHREE C LIX LITEID b 1 2 85 AL %A
Pl & 2%LA EOBRT LB CFEYD SR, CCUS 13, 1 Z#HLA LoIEKE 225 0 . BHi%
JEECTLIEL ISR b N 2B TERZ D7 L b 200U EOZERT L ASHEE Cilo . MDS 02 ik
HEIIIA 7 RAE CEBEIED 10%A Eic 31 2 RIPROFTE, FHFEROBN, MDS ICFHEy 72 Rt
B T NBEED ) CERI N TS, EIMEHIAL 7 & RAREMANALIC F FHFHICEFR & 7
5 F7AN—BETERPE Y, L ORBIETERIERL T2 v —FVEMDFHE S 0T CHIP 1]
ICAD, I o7 v —F V@G AR L CEBEN TSR & 72 o T CCUS # MDS ~ L i#EfTd % & & 2
LT3,
HAIME 2Tl 2021 SFRZICEMERIES 7 2RENA F 74 v 2R E L, RE - SRR 4 U iRE
DL Z LML T 2, MDS IcB W Tt #IRRFOBITIC S T, 1) WHO sp#HIicEo w7 i
Wi %475 72912 ix. Bl 21X MDS-RS I 515 3 SF3BI AR L, B TREOTn 774 ) v/
DHETH B Z L, 2) AML - MDS/MPN - fiAA REA I 7 & 0 # AT R & o< 4
URRTEIC X 2 I A Ch % 2 & 3) MDS FRIE & B3~ 2 LT R Y DR R o f # %
HWETE 2 LD oBIET S ANREDOMATAMIEE SN T WL, £, TRTENCEL TIZ IPSS
T IPSS-RAPH TN T2 2, PREGAAZRL LTHET b T\ SF3BI RS 27 7 L 5#
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HoTRMt I N8l PHRARARLEL LT TP3 7 &' DBEIR TR & T4 & OB
INTH Y, EMFHEEHEOBEICZRD 2 9 2T, XA VRESHEINL TV,

x 1 BRI SERRE & BRIR R

1Bk JERE IV ETEA | ZFBRILE
MDS % »HY 20% A
MDS/MPN | #f4 . BIMERITEFEEM | 9 20% A3
MPN —RAELA RN 7L 209 A (H MRS 1T HA %
BRI 13 10% )
AML HIMBRE IR~ Al -1 | & Z2i2H Y 20% LA -
N3 2o
AA A LEILHY 5% A it

1) ZWrkkie

MDS D& Ei#& 1 AML, MPN, MDS/MPN, AA o Bl & #HericiE L <\ 5. 1982 4£ D French-
American-British (FAB) 7’24 — 71 X 3 MDS OEEMSORIE & 4E[1] 13, MDS ZE2E/K & v
@I CHE D, 522 AML & D HEH 2 MDS WO 538 % PR R 7 U CHHIEIC X35 2 ki &k D,
MDS D HEfif & SO RIBICKE S HBNL 72, Z Dk, 2001 4EiCiEIl - Y v - SRk 5 2 G
438 L 72 WHO 2858 3 iR[2] 23K &7z, WHO 435855 3 i< D MDS Doy (9], i
TEHESINZEWT ST L T\ 3 FAB % FEARIIC IZBEEE L oD, —ERICHID8 A D IBIRIE O A 0 Y
kB T BE OEREARIAAL LS D TH - 72, WHO 53513 2008 4FICEE 4 FR[3] & L TGET & 1,
MDS DJFEEISFFE[10]1C b EH T ORI H o 72, & BT, 2017 4Fic WHO 85 4 BERETIR AN IE R 28
Fxh-[4]. FAB 534 & WHO 435 <ld MDS, AML, MPN, 7 5 Nic MDS/MPN o853 E#
RigoTHY, U5 HD0HICH 5 2T MDS 0@t IZ R 2. 2 2 Th MDS 0@ ikt X, FAB
¥R BSER L 7 MBI, WHO 73885 4 IEGETHIC R L TR E LT 3 2016 42 7 Hic v 4 — v Chid
i & 1172 Working Conference DZWIFEHE[11] 2K LZb D& L7z (R2).
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K2 HHEIEEIEGEEEDZHTHLYE
‘?‘é’i%{@jﬂé\ %%‘l*iﬁ[ﬂl%% Iz Egj— A gﬁjﬁﬁﬁjﬂ'{}ﬁ (4—_}*[] 4 ﬁigaﬁgT>

1. FRRFTRE LT, BamsEe L, & xicHiimfEqR, #2025, ERkEXL
Ty Hsb,

2. RMIMC, 1IMEKRLL R 2 BRI 2380 5. B8R BAEERE D2 1T O FE
DIMERIEA & 1%, AT, ~E7 v Vg 13g/dL K (B £ 7213 12g/dL ki
(Zth), #rrpEREC 1,800/ p L A, M/IMREL 15 7/ u L Rz 483, FHiC 1 R H
<, BEMEMKY [10g/dL < Hb <13g/dL (B4:) / 10g/dL < Hb < 12g/dL (%),
1500/ n L < #FpEREC <1800/ L, 10 5/ puL < If/MEL < 15 Ji/u L]l oH&EIC
X, TNHPERERTCEEREREICHR T 208 5 2 EEICHN T2 0EH 23 H 5.

3. BEHEIIIEARVCLEERD Z 3% WA, KO EbH 5.

A, wFEHEHE (FAB 0JE<TIE, 1) ,2) 23, WHO Z3ETlE, 1)~4) A TH B)
1) KA & HBEOLFRRILAAS 30% AR (WHO 738 T i 20%Ki) TH 5.
2) MBI CEEEOFIA L 7 2 thOiE Mg 5 2 W IdIEE MR E (& 3) 23BRIL T
ERAR
3) KA HEERES 1,000 /uL KiiTd 5.
4) t(8;21)(q22q22.1), inv(16)(p13.1q22) F 7= & t(16;16) (p13.1;q22),
t(15;17)(q24.1;q21.2) DR BH % B i\, PML:RARA ¥ X 7851 %%
B,
B. BRIEHIHELAE
) EREREAIC B W TRIP(R 4) 2, BIERORE DX (K 5) T Low U ET
b5,
2) BREHREARGRRA)ICE T, R FRBBIRBIFEK2 15% U ETH 2
(SF3BI IR TRRY 5 53541 5%LLETH B).
3) Yk ¥ 72 1% fluorescence in situ hybridization (FISH) i C /B8l B BUEMERE 2
fEH X 2 Pt fRRE (K 6) 20 5.

C. fihHkHE

1) BERPREREcRO O N BIE AR GR7) 25EHTE 5.

2) WFEWY T 7 LENTC, 7 LREDFEATE 5.

3) BHAEREARIC B CHMRIEBUERAE CRE0 b 2 AT RASEE T & 5. (f,
abnormally localized immature precursors (ALIP), CD34 [53FERD %, HiE
et X0 HIE T E 22U NERER(=10%) 78 &)

4) 7uo—HA ALY -CRERZVEEZHET 2 BRI TE 3.

[}
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PWHCERL T, 1., 2, 30T X o THUEREUEERZ 5 .

A ORZEFHED 1) & 2) (WHO 8 Tld D~4) D3 _7C) %iifi7z L, B ORERIEHLED 1)
(WHO /3Tix 1) 7213 2)) %t LaBe, BHRPRERNORBMTHES 5.

A OQEHRAED 1), 2) (WHO 28 CTlE 1)~4) D) %7z 343, B OPIEMHAEIC X
b, BRERICHUEREE OZMIMEE T R wGa, &2k, IBIREERG (f] 2 (X

FYEDORERIEREMZZ E) TH 2551k, Al TodniE C oL @M I 5. mhiiE

T AR RIEGREED 2 W IZTAMEEBIEEIEOS W TH 2 2 L 2R IR L 7 5.

HBFEHE DR 23 T & W& P EE2 | (idiopathic cytopenia of undetermined significance
(ICUS) #lz&t) I3kb@aBig% L, @Y 28I80H GBE o6 » H) Tom&z{T).

F1. 2 z2To WHO m¥iLix, WHO 785 4 IRSGTIR 5.

2. BRSSP AUERREE & 2T & 2 2%, BHlEE & ¥ 72 UG PUEEEE o (IS
3B G XRFEME L Lz, WHO 798 C IR BEE 5861 E% (therapy-related myeloid
neoplasms) & LCHIDOA T T) —icnHEI NS,

F 3. ~Eru v ViRE XSS 0% A T Bk 12g/dL, &t 11g/dL B2 £ CRIERD
O ChWZ bn3d s, Ei, IFPREREICIZARERES S ) HREAO/EFE A TIE 1,800/ 4
L R A5 M 552 2 10 1,500/ p LOFRED) % TR E RSSO 2 & 135 2 WATREME S B
3. Xbig, M/MED 10 5/ u LERED) E CIORIEH S 5 A Thn o L 255 5.

F 4. BHEREBUERERE O RN & B0 FEBR LK X FAB 2386 T 13 30% A, WHO 4358
Tl 20% KM TH 5.

5. FABZE®D S b, BMHEMHAENKRMEAIE (CMML) <, MUVMIE% 235 54 35—
D RARS 7o ¥, BHEREBIEMRREE & 5 BEHE SRR O R & OF ¢ R o ic o v T,
WHO 5381 CIl3 BB RUERERE 13 7 < BRI B R hEtEES; (MDS/MPN) &
WHRDHT TV — LI NG,

F 6. WHO T, SRR EEEER SN, EREER RIS B IE e
TEDMWTICUZHTIT R\,



PSP RERRE 2R OSIT A R

2) #AZH
BEomEMAP % 2L, KICHEOEREZ&72L 5 23 _&EE L L, BREMER (X &
PR OISR, HIVIRE R L), RIEWRE (SLE, yrvaAf F—v X, REWEERERE), Tra—
SRR, HEANEMBRRAE (PR R ), KERE ARZ, ERRZRY), HREDIED,
e RMoEMER, BEm, ZRaiiE ) ool MREEERE 7 & odiasmE S H 1T
b (F3). MDS OZWNICERL CTit, Th o ZfRfEDQREN L Bk, AT R OMEHC X b HE
R L 2 b e 67w (K1), —7, Pre-MDS REED H]HEM: A3 5 2 “idiopathic cytopenia (s) of
undetermined significance (ICUS) ”, “idiopathic dysplasia of unknown significance (IDUS)”, “clonal
cytopenia of unknown significance (CCUS)” [11]%°, R LI/ MR A M4 (S PRIl MR A E) |
JRFEPEAT BEARAEIE 72 &30 ICROEBIR 2 T 256035 2. BHERPEUEERE & 5] 3~ 2 RE LR
Rex £ 31/n . 7rd. “clonal hematopoiesis with indeterminate potential (CHIP)” 3 MDS D Hij B[ &
FErzbiLTwa s, EFRL, MRBRE LR WO, —KESECIREEIZIciIZEZr oz nw bichk
%

K3 CERERTEEUEGERE & 83~ TR L R
FRH LR TE
ERGFERMEAIN (v % I v B/HEBRZ)
mETY ARz F v 2
SR BRI A (A AL PR T s =)
TSR, FFREZS
JRBERETTHERE (B« PINRIETTERE, = — v =JR)
T L3 — LY
HeEEE (B3, eH)
R Z
Kok (Brkdh)
HIV J&Y
Anemia of chronic disorders (&%e, RIE, %)
S RMEEMPEZEE (B : congenital dyserythropoietic anemia)
B C gz P BRI i
(Bl FeetE NV P SRB0R, 28T ) T~ b —T %)
IMERE FEAE T
JEGE
I D B s
FHE (5 a1 ism)




BMRMRIEGERE BROBEAA K

ERERGETERES (B - S BERRAERE)

FAEARRMEA

FAFMEEE~F 7' v v v PRIE

idiopathic cytopenia of undetermined significance (ICUS)

idiopathic dysplasia of unknown significance (IDUS)

clonal hematopoiesis with indeterminate potential (CHIP) : 7/ A5 CHIH L 72854
clonal cytopenia of unknown significance (CCUS)

KEFERLY v oS ERTE H I

Y v ol

% S R
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3) MR A=A Rl

MDS D ZWn i XA RE ZRHi 23 o CHETH 5. JRREERFNEPKO NI E, BIPKORE DX
SPITONT, K4, BLY, R5ITURT. MIYBEAGHEIC X, ZFEMEOHLR L W R H 5 25,
KD T RZW 70— 795 OWE T, TERREN R & FERHEOFHE 1L, PR L 7= iid E <l
TIE B L 72 [12]. F 72, MIREIRE A FE @ 72 ® O artificial intelligence (AD) ® BFE X T % [13].
L Ladn, WERHEERKIZST LS 70— EENOFHLE (375 kv, FREFROZEEIL, B
FREFERLASM 12 MDS ORI 5w CHRMEAMR W C & &G T T 5 [14].

WHO 738 ClE, ERMTEEED Y LHET 2/EZ 10% & LTw5, L L%aHRH, EEE MDS &
A&7 — % v 7 /' — 7 (International Working Group on Morphology of MDS, INGM-MDS) 2> & O #it5
[15]Cid, Ef%ERO BEMOBIEE WHO 58D 10%72 5 20 £ 721% 25%I1c51 & i3 2 L icown T
I 7, RIFHETD, BEZEETE LT 2WMELRDH 5[16].

BiEH T v EHEREEE DR D FIToWTIlE, 2008 4T International Council for Standardization in
Hematology (ICSH) i X v, FAB o FHtieA~ZMAE (all marrow nucleated cells : ANC) & 35T 3
72 3 EFRDEHAE KM% (BM nucleated differential cell count : NDC) 23/x &, WHO 534%F 4
Wik, BEEA Y v b EBROIFRILE DR D I 2 D NDC BHA S Tw 3 [17]. 36l [7. B
il 2ol L.

K4 FRFRMEMEE BT 2 FEICYE - NICHEIN (BBERPEUEER) ORI HEIE L
D=DDT —F V77N —TI X 5RO CCk[18, 19] 0 —FRekZE)

A7 Y — A BHERTEREGRR IR W BT

« Granulocytic series (4FrhEk%)

hypo-segmented mature neutrophils (pseudo Pelger) : K ZEAFRER (=7 VLB E)
degranulation (a- or hypogranular neutrophils: Hypo-Gr) : BfL (8 % 72 3R ER)
- Megakaryocytic series (ERZEK%R)
micromegakaryocytes (mMgk) @ /)N EAZER
- Erythroid series (FRIMLERR)
ring sideroblasts (RS) : BR{REEZIFER
#72)— B
- Granulocytic series (4f-FHBR%)
small size or unusually large size : /NH & 72 (3 KA AT ER

irregular hypersegmentation : &> Ei% 47 HhEK
pseudo Chediak-Higashi granule : % Chediak-Higashi Faf
Auerrod : 7 7 T ME

11
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- Megakaryocytic series (FRZERR)
non-lobulated nuclei : FE7rEEf%
multiple, widely-separated nuclei : 5#f% %

- Erythroid series (FRIMER%)

nucleus (%)
budding : B AR
internuclear bridging : #[H (Y08 244G
karyorrhexis : £ HAtEB
multinuclearity : %1% 7/R3FEK
hyperlobation : J#7> ZERZ AR EK
megaloblastoid change : E/RFFEREZA L
cytoplasm i E)
vacuolization : ZZfEfl

PAS positive : PAS 5%

#5  FRREEMEEICET 2 AN AoEN (BB EEER) OIS EEE R
DI=DODYT —F v 77 N— T XL RGHORRED X5y CCHk[18,19] 0 —itk %)
High

High 3 Fito 1 £4132 LEHET S

1. pseudo Pelger=10% ¥ 7-1% Hypo-Gr=10% <, mMgk=10%

2.RS=15% (SF3B1 #EnTZAR2H 254 13=5%)

Intermediate

2~3 ZHCHIEK (A5 V— A & Bo&ih) =10%

Low

1 ZHcRIBK (7Y — A & Bo&it) =10%

Minimal

1~3 ZFCTHIEK (h7aY— A & BoAEH =1~9%

Pelger : hypo-segmented mature neutrophils {57 HE47 HER
Hypo-Gr :degranulation (a- or hypogranular neutrophils) i fER; 47 H Ek
mMgk : micromegakaryocytes fUNEFZEK  RS: ring sideroblasts  BRARPEIFEK

12
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4) Qefafks X EIRT

MDS DEZWiDS# L 7s 2 Rto kR LR AR E ZhE K6, RTITRT.

®6 DWiRICEBEREEEETE C o b4 2 etk By CUikl4] )

SRS MDS  tMDS | JfafkBE MDS  t-MDS
AR T

8 10% t(11;16)(q23;p13.3) 3%

-7 or del(7q) 10% 50% t(3;21)(q26.2;q22.1) 2%

-5 or del(5q) 10% 40% t(1;3)(p36.3;q21.2) 1%

del(20q)* 5-8% t(2;11) (p21;q23) 1%

Sy 5% inv(3)(q21926.2) 1%

i(17q) or t(17p) 3-5% 25-30% t(6;9) (p23;p34) 1%

-13 or del(13q)** 3%

del(11q) 3%

del(12p) or t(12p) 3%

del(9q) 1-2%

idic(X)(q13) 1-2%

* PRRANEEE 2 72 S W IEE IR, 2O OREIRIEE O B O IFED A TITEBERIERUEREE & 2

Wic&Zav. UL OREERE I, JFHEAHORHEIMKRD 225 5 5613,

L ThH, BHMBEIBERERE O REME 2 R TR E 72 5.
*WHO 43%E[4] Tl Hifhi© MDS 2§ 28 e S nT\w3 3, 13q- %5 EIHIFEI~ D KE2s
RAIF AR BRI ORI 238 E E 11T 5 [20].

#7 MDSICALNZEIETER (5% LoHEETHALNE b D) [4]

JERESH D3 & 2> C

B T4 s SHFE T~ DR
SF3BI RNA X754 v | 20-30% B

TET2% DNA 2 1Ak 20-30% I XV ARE
ASXL12 S QNI (L3 15-20% FNES

SRSF24 RNAXZTS 4> vy | ~15% AR
DNMT3A4 DNA 2 1Ak ~10% AR

RUNX1 [IRCAIN RS ~10% FNE

13
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U2AF1+ RNA 2754w | 5-10% AR
TP53 FEISE ] 5-10% R
EZHZ2 b Z b 5-10% AR
ZRSR2 RNA X754+ v 2 | 5-10% X RE
STAG2 b — v VEAKE 5-7% AR
IDH1/IDH2 DNA A Fnft - e R | ~5% Hiic X W AE
b fEt
CBL* v I NARE ~5% AR
NRAS I F MR ~5% AR
BCOR* K a— LEAK ~5% AR

T INLDBEETOERIMEEO—HIcALNE 70— viEoEMMICEBWTHIMEINLTWS

(Clonal hematopoiesis of inderminate potential, CHIP).
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BMRMRIEGERE BROBEAA K

5 ZWiTAay X4

RAIMME T 1 R EICEHGER 2 BRI 2 580 2854, b L IXRMIICIFER i ik o BIE K %
R DAY, MDS B X CERIEE RS- <, SRR, B2, MK - R, mgkd, 5
AR 2B L CTREEZED 5. FHOREIMICER 2R 2 56 13 2 ERIm oS H Y, T% 2
2 FaerIcHRELZTS (K1),

B 1 FFoATra—vERIFATE R (& 21F, EHEEED) 560 MDS oZBiici, 6
»n ARREOBSME B LETH 5.

‘ o e e e S R L

A, —MERFL_EORFREYLm B, FATHm | “HER. B3
R EsReha () EFRO B2 PEERDS

-

} $

FAERIER CE2) - B2 R 0E3) - EFREE (D

AR IS B e R (E5)

‘ EFSEE D, ESYEm,
12MERTEE, TR, A5

BHEE PR (S8 S 3BRIT~ BETLESE, #5727, Aremia
EEL MR (R DA of chronic disorders, /%5,
‘ AlHA, PNH, U REEE

FEIZEE, 1Btoicia s

BRI R EE vE SR T2 (S

1 MDSoEZWioron7 —27 v 7OFE

F 1 AT

-~/ B U VRE 13g/dL KR % 7213 12g/dL K (&tk)
- JFHREREL 1,800/ w L i

- M/RER 15 73/ p L AR

2 BUREE B R, R G & o BRERe, SRR PR E R L oK E0f

i, BT E o FMIELR L, FERCIIREREOH K, EiEECIIREE, 7Tra—1ag,
WY 7V AV 2850 EHEBEOEER LICOWTHERT 3.
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F3 K CERECREEIEAE 2 &) ofF M, DRENSE URtkiER, &%, KEHmN, ERERO A
W &), ML, EEe GRcFEo ), RED Vool FEOFEE2F = v 235,
% FBEER 7 EOBER 2 5E ) ITRICOWT D Rk X Zevs, MDS TIkASHEIMALE 2 Lo ERE R, Y
v~ FUELFRFRLE, FRELRIRER, —F =y M, 24— Mk OHCREREZANT 2
TERHB. TH 0o ERITIRPEOEREE Y Y I -8 RS HEESE([21]. UBAI BRIk 3
VEXAS JEfEREC IR 2B R GiloE I 2E/e) 245 MDS & ACEEE L LI LIEAIES
%[22, 23].

E4 EARECRUTOHEALE IS,
> WR (BAR, ~E7ve VRO
» fi~Euvry
> A (MWRMEREE &), BIERE, REMmEHEE

« MDS TIiZ MCV BIEH L ) LR KREL R D T L%,

o MEDIEICKHMA X TEROVEBKIIEECH 5. FHIRROTBERRET (K%
TP, WORERAT R, BRES Rk & o) S, RiBkoTEREREE (CK/NRH,
BEREARIMER, FRFARIER, ~ vz - ¥ 2 ) —/ME, SFERMERES, ARRIMERZ: &),
ERIMIME, KEERLD v 88k (LGL) & &3 MDS %8> 72 W fth o R & o fERI %17 -
=0T ERDBEIC RS,

> Efb¥##E (BUN, 2L 7 F=v, JREE AST, ALT, LD /& &)

o BEEEOK T2 NIIEHEAIMD 5ebn s (EPO MEIIHH).

o JFHEEEAIEE T LD AEEOB AR, WimtEEm, By w8, AtkEimE, g
T RREMERE, HPEEL 7 & O MR O 238 L 72 5.

> EERE (Fo b ey e v, APTT, 74 7Y —% v, FDP % 7:!3 D-dimer)

o IMEREAIC DIC AL Tw 2 553 2T EREERIEA IR S % 2 b3 o cHRAK

BHREZEML, W22 HENRD 5.
> CRP
> B a7 vt (IgG, IgA, IgM, IMEE H %8 SwkEh)

o SRMEHECERIE~ 2 v s u 7)) VIIER & oI H

> ek, REEEARE M7 =Y F v

o 7 x ) FVIIIERRIN A RIE & kD~ — A1 — T, MDS Tk T4 & OB AR
nTna.

o 7 x ) FUBRESHETHNVIMIRERFEER LD~ 7 v 7 7 — IEHAUEGER S 8
BT L3 ) SRR E OHEIGH B 5.

> M e & I v Bro/%EE
o B &3 VERRE RN % 52T BRI oMk TR 3.
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> fiE 7T rae v
o BMPEEMLARMBKEEE N TR T3 5
> B — L AR
» EPO
o BHAncREMmOREODL v ICKiEc, HARREEIM CIIEEMEICKS.
> JWER Xp
«  MDS Tld, [EIEMAZ, SREZ, MEER E2aid 2 L03b 3.
c HHEOMNEZHET S LICXVMECHFELHETEZ 2 L0'H 5.

FES RIRICIG U 2Bk o 4
H ORI X 2 MBI 238 E T & r\iGh
> PuEbUE, Vo ~FRT, flitkh e
/MR A B R D B
> PiAATEHIEVHUR, V=T AT vFaT s I v L
AR RIS TED S D 2 556 (RlFIE, & CKIMYEZ &)
» TSH, FT4, FT3
MENEIMEE DN S 56 (LD &ff - ~E /v e v R7RL)
> 7u—%4 b XFY—ICX?% PNH RImERIGHE
(73, FPRMEFELSRMEEMOFELL - IiC PNH BMEROM/N 7 0 — v 23m b, & s el 3k
~OREEE FHET 2R RoTwd, KV 227 MDS ThEEE7r—F A F AP —ick>TL
ELIEZ 9o 7e PNH BUMERZSHH & 4, FeH & uauid sk~ o G %2 w9 2. AJRET
HNITERBEEIC X 32 PNH kA 2 £ )
HALE O FHE, ARKBIRE, L REHOF 7Y AV FEHRL TV 254
> I AR ZHE CIEBRREREFER, BUERIAFhER, ARIFER-CEHER DML E 1 22/a 74 &, MDS
ICHIBIL 22 TR R E 2 X 7232 L 03® 5. FrIiChFh BRI & BTN 2 CTHFEIR 23 5 5
B X8 R ZAE D #Elic B3 5.)
HALBEIRD A b N2 A, X0, BEHRgnsRbh 354
> BN GRS R, HIERZ, REEEEER R CHER)
KMV v 5Bk (RRIc KRR Y v 5Bk (LGL)) 25880 L Tw 3354
> HFv 7wy MEICKS TCRCAL &y HOFERMME CREERL Y v BRI A E D BRAL o 7-
W, 727 L, €Y 227 MDS B WCh 77— D LGL DEM% R 2 L0835 3.)

F 6 FhiREICE T A ENTIEE
o EBERKREAE (D7 < &b May-Grunwald-Giemsa b L < |& Write-Giemsa H2ft, ~<LA4 %
R —EYh, gRYh)

17



BMRMRIEGERE BROBEAA K

o Pfafkor (G-band i3 A44)

o T7u—%A4 b ALY —ic X BHEEEPUREN (CD45-gating 175 &)

o BEiZ vy MEAOEMMIRE (TTRETH T p53 ify)

o ATREZIR 0 BB IR OB E (BBEE 54 2 v T OBA IZMH)
o b LATREC AU SIS S T4 B 0 S A LR

6) RIS

(1) FAB 44

FAB 73 T3, BRETOIFERILED 30% KD b D% MDS, 30%LL o4& 1E AML &2 LT
7=11]. F7-, B oLEZEMAE (all marrow nucleated cells : ANC) @ 50% L FE#RIFERA EDH T3
BaciE, FERFERRMAE (non-erythroid cells : NEC) TOIFERIEE 2 30% LA Lo &1 AML-M6 &
ZWiL, 30% ki DEEIC DA MDS & LTz (ANC, NEC Offflic 2w i3tk o [7. AR ]
S Z &), FAB pHICE 1T 2 MDS ofFfinHiE, RIWRT 5MMIcyiFons,

#8 FAB pfIC X 2 BB AEREE O >4 CCikl1] )

R ERENIEN) HHERT
RA HER 1 % At TEER 59% Al

HER 1X109/L K [BRIRSEIFER 159% i+
RARS  [2FBR 1 %A TEER 5% Al

HER 1X10%/L Kdwi  BRAREREFER 15%LL 1+
RAEB  |ZFEK 5%k 1Bk 5~19%

HER 1x10°/L Kiili  [Auer /IME (-)
RAEB-t |Z£ERk 5%LL 1 Bk 20~29%

Auer /ME (%) Auer /M (%)
CMML  [Z£Ek 5% Al TEER 20% Al

HER 1x10°/L LAk

RIS PEZE M (refractory anemia, RA), BRIREEZFER % £ 5 A6 M & il (refractory anemia with ringed
sideroblasts , RARS), ZFERIENN% £ 5 AIGHEE I (refractory anemia with excess blasts, RAEB), %47}
DIFEREE N % 1 5 AICPEA M (refractory anemia with excess blasts in transformation, RAEB-t), {&4:&
B ELERYE 1% (chronic myelomonocytic leukemia, CMML)

* BREeA ML SO 5 R
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(2) WHO 73%8 (58 3 > 556 4 iEkGEThicE <)
WHO 7#% 3 fRClE, B2 TERERD Y LHET 2EMED 10%TH 2 2 L BPIRI N, i,
FAB 38 b DR E R AH i & LT, Aflid 5\ IZRMIM T OIFERIE A 20% U Eo¥Eid AML &
322 &, CMML 28 MDS/MPD 0% 7 7 v —FIcflArE Nz b B3b o b, 7nik, t(8;21)(q22;
q22) ; ( RUNXI1:RUNXITI ), t(15;17)(q24;q12) 5 ( PML::RARA) , inv(16)(p13q22) ¥ 7= iZ
t(16;16)(p13;q22); (CBFB::MYHI11) DR R RE 23580 5 1 2 & IZFROBED A2 h b b
3, AML ICHEI N 2L &ino7z. ZDfth, WHO 7235 3 kTl RA 3 X TP RARS icowC, #
e 3% MERR I S50 1E, 2 2 NL MBRGR TR % 1t 5 RICHEIMBRIK AV fE (refractory cytopenia
with multilineage dysplasia : RCMD) ¥ X U'% [LER R B AL & BRRBRIFER % £ 5 AN )G PE M BRI A i

(refractory cytopenia with multilineage dysplasia and ringed sideroblasts : RCMD-RS) i<l 348 & #1.7-.
¥ 72, RAEB I3 Bl COIFERILHE 42 £ic X » RAEB-1 & RAEB-2 i/ #| &, HFEAREREBE RIEBUE
et (MDS, unclassifiable : MDS-U) & X '3 tafk i E del(5q) Z 15 MDS (MDS associated with
isolated del (5q) chromosome abnormality : 5q—syndrome) D517 =Y —23Hia% & 17z [9].

WHO 7385 4 fiRCiF, #FF & BIPR oML LICH TOERERH - 7. WRICBL Tid, () H—
IMERRME D BIZEK % £ 5 AISHEIMERIRAE (refractory cytopenia with unilineage dysplasia : RCUD) 73
kI, ZoD%hIc RA, FIGHIFHERIRAME (refractory neutropenia @ RN), AJSHEIML/ MR iE

(refractory thrombocytopenia : RT) 28@& X iz, AREIL, 2 4 MREGTIR Tl & FrA MDS-SLD (i
HEIE T3, (b) WHO 4745 3 f)io RCMD & RCMD-RS 1%, WHO 535 4 B Cid—46 0 125y
FEINRCMD &7z o7z, (o) HERMIMAS 70 < CGRAHIL 1% A5, B8 5% Ki) MDS &2Hic& 55
B ZRo b oo, MDS 234l E o p Retufh Y (R6) 2o ohsflz MDS-U & L7, X
7z, RCUD % 7212 RCMD o JHE % jiii 72 3 AS KM Bk % 1%:328% 2 5], RCUD o Bt % jiii 72 3391
MERED %22 o 2 61H MDS-U icpFE . (d) #Hiz i/ NEEERIZRAEREEE (childhood MDS) @
A7) —HEMI N, O TRICEENEEBRAM & L TONERIGHEIMBKIRAE (refractory
cytopenia of childhood : RCC) 23E%\J a7z, DA Lo 4 mi23 WHO 43385 3 hiid > WHO 734855 4 hik
~OFEEREHERTH o 72[3].

%4 IREGETHTIE, refractory cytopenia (RC) - refractory anemia (RA) & \» 9 HEEDSBELE &, HE
ko RCUD, RCMD, RARS ICHH¥% 3 2 A& & L CTZ % MDS with single lineage dysplasia (MDS-
SLD), MDS with multilineage dysplasia (MDS-MLD), MDS with ring sideroblasts (MDS-RS) 723%%H
X 72, MDS with isolated del (5q) 1Z2W T, del (5q) BAhic (=7 X del (7q) %FR\W72) fif
M REERE D 1 O7ZTHFEL T TH COHBRICEENDE 2 L Linolz. 7z, SF3B1 B TR
DF D MDS-RS OZBiclAAE N, Thabb, FERIEAEC del (5q) D7 WEHIT SF3BI O %
HOEEST 254, RS 28 5%LL ETHh iz MDS-RS L BWiT& 32, SF3BI OEF IR E Wi
BT, kY RS=15%72° MDS-RS ORWigift & /. RS 230, BIPHOAFRROHTH
i, WHO % 4 iRekGThik©ld MDS-RS-SLD ic 72 5. —75, RS #38®, 2 DRPD 2 F#LA L7
fEF 2561%, %4 BTlE RCMD I8 & n/z28, SGEIRTIE MDS-RS-MLD i iz, o
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12>, TRFERDS 50% A LHFATES 2356 O RANCEE R H o 7o, SGETIRC I A BB 23 A
g (ANC) @ 20% K D5 & 13IFARFERAMIAL (NEC) (<3t 2 HiiZFEROEI & IcBb 597 MDS &
ZiInd Lol 2Dk, HAHEDOKRAMMBDOS  IZEETRIC X 278 Clix [EFERE M %
WIRGEBRIENT O B8l B BUEERE (MDS-EB and erythroid predominance) ] &7:%. 7272L, KL R
FERAS 80% 2 A, A DHIRIFERDY 30%LL LoBifrid, ANC ICh 3 2 B RO &l G23 20% A &
7% %%, AML, NOS, acuteerythroidleukemia &ZWid % sUIHERDH 4 k& Ftk<TH 5. WHO 43
B 4 IRAGTIRD MDS OBl % K 9 1R 37 [4].
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S RO A

CIROZIATA R

#£9 WHO 7%E%E 4 IRSGTHIC X 2 B RIEEIEIREEO R 05E  SCHik[4]
BRIRERIF IR W O YRy
B R Bk BHE(BM), Kt
il (B BEFRHEER P Wrkic X 2 Mipa
R RHEC M(PB) DIFEk
D) B ZIMRE
ksl
BM <5%, PB MDS with
MDS-SLD 1 1-2 <15%/<5% T <1%, isolated del(5q)
Auer /ME (-) DEF i X
AR
ksl
BM <5%, PB MDS with
MDS-MLD 2-3 1-3 <15%/<5% T <1%, isolated del(5q)
Auer /MK (-) DEELx M- X
AR
MDS-RS
Eikokn
BM <5%, PB MDS with
MDS-RS-SLD 1 1-2 >15%/=5% T <1%, isolated del(5q)
Auer /ME () DEFRE M- X
AR
ksl
BM <5%, PB MDS with
MDS-RS-MLD 2-3 1-3 >15%/>5% t <1%, isolated del(5q)
Auer /MK (-) DEHLx M- X
A
del(5q) gk F
720 Ay g
BM <5%, PB
L ¥k M kB ER 1
MDS with isolated del(5q) 1-3 1-2 <1%,
b3 (7=77L, -7
Auer /ME (-)
& del(7q) 1% Bx
<)
MDS-EB
MDS-EB-1 1-3 1-3 L ¥/ B BM5%-9% ikekcn
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b3 ¥ 721 PB 2%-
4%,
Auer /M (-)
BM <10%

222 PB <5%

BM 10%-19%
¥ 721X PB 5%-
7’32 L if: ﬂi FHE] 19%
MDS-EB-2 1-3 1-3 Riksln
b7 ¥ 721 Auer /N
7w (+)

BM & PB<20%

MDS-U

BM <5%, PB =
ﬁ. L i 7LC ﬁi Fliﬁ
with 1% blood blasts 1-3 1-3 1%, ¥ MbT

be
Auer /ME (-)

BM <5%, PB

with  SLD and “L F2F M
1 3 <1%, [SEelen
pancytopenia b3
Auer /ME (-)

based on defining BM <5%, PB

MDS & 2 Wi n]
cytogenetic 0 1-3 <15% § <19%,

RE e Qe ta R B
abnormality Auer /ME (-)

R DBEHR D 2~ X OIS @ MDS-SLD (myelodysplastic syndrome with single lineage dysplasia Hi
—RIRICEIE % B 3 2 B RIEBUEERE), MDS-MLD (MDS with multilineage dysplasia % %t 1 52
e %63 5 5B REBUERERE), MDS-RS (MDS with ring sideroblasts BRfREEZEER % £ 5 5Bl BT AL
KEfERE), MDS-RS-SLD (BRARSKIFER %t H— R IC BIP K % 6 3 2 B BE S RERERE), MDS-RS-
MLD (BRIRSEFER 2 % R IC RIE K % 6 3 2 BHRTEASEBAE), MDS with isolated del(5q) (Bf
5 FHREARRMIR AR 2/ 5 BRESPBUENRE), MDS-EB (MDS with excess blasts 2FERIE N % £ 5 54
IR UERERE), MDS-U(MDS, unclassifiable 43384~ BT -5l S BOAEMERE).

* MBI DEFR: ~E o m v VIRE <10 g/dL; f/MREL <10 15/ p L BFHREREC <1,800/ L. ¥
IZ, MDS R bDERLVBEOEIM 72 1ZIM/IMORATESE LTHNE Z LB 5. HEREUT
<1,000/ u L TR FNIE7HR 5 7\,
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T SF3B1 ZRH & 5 55t
TR O EFER 1913 2 [ LL_E o Bt TR
§ BRREEFER2Y 215% 0¥érid MDS-RS-SLD & 5343 %

(3) MDS/MPN
WHO 73k, MDS & MPN O i# o R % fif & Ff o B8RS I 5T, MDS/MPN &\ 95 77
T =R I LTz
CMML (%, FAB ¥ Tl MDS o#iligTd %235, WHO 78 <Tld MDS/MPN O+ 7 7L — FICH A
AFE 7z, CMML 12 HIMERE DS 13000/ w L LA _E o858 proliferation type” &, 13000/ u L il D ” 5
JERIY dysplastic type”IC i H L5, 7z, FEREEFIC X > T CMML-0 CRAHIMZFER<2% 72> 2 Hl2F
2k<5%), CMML-1 CRAHIMZFER 2-4%/HHEEFER 5-9%), CMML-2 CGRASMLAFER 5% E % 72 i HHE2F
ER10-19% £ 7237 v T /ME+) icnfiang,
FAB 33T RARS 1C3% X4 3 2 fEGIH I i MVIMIIE S 2R 3761235 b, WHO 53855 4 s i [FH
7R/ % £ o 7o BRIRERIFER 21 5 AIGHEAM (refractory anemia with ring sideroblasts associated
with marked thrombocytosis : RARS-T) | & L CTIExX7x MDS/MPN o —JEEHAI & 7o 7. 55 4 fek
FTAR TR/ IREL D FEHEAS 60 J7/ u L A BA 5 45 75/ L LA R T &4, BRIRSRIFBR & I/ IVl % %
5 MDS/MPN (MDS/MPN with ring sideroblasts associated with marked thrombocytosis: MDS/MPN-
RS-T) & HFRAETH Sz, SF3BIZAR L JAK2Ve17 %R %63 2H & E\[24]. Lo MDS-RS &
ZH7e Y, SF3B1 ZHROFMICEEDL LT RS 23 15% U LHEET 2 2 L 3ighnicbBie I nTw b,
WHO 77356 4 iekGEThHR < 1Z, MDS/MPN i iZ CMML, MDS/MPN-RS-T @321 BCR-ABL [Z4®
FEE RS TR BEE S, MRS BEEERTE IR ([25], 3 X O RERY MDS/MPN 23& 1 3.
o OBWIHEIEE K 10-14 1SR

R 10 SV HERBRM: H 5 0 22 W 5L iE

1, ¥ 2 1000/ LB E, 22, EIMERD 10%LL_F o HERIEN.

2, WHO Z#HIc 51) 2 BCR:ABLL [GHEQ B REYE A M, [RFETEERERAMEE, EMHLIME, &
REPE I/ MR IC A2 L 7\,

3, PDGFRA, PDGFRB % X O* FGFRI 81 DK ° PCMI1::JAKZ @& B n 235 b v (B
ICHFEEERIE % 25 3 b L B RERICIIBRA 5 3).

4, FWIME X OEBIC BT 2 HEREE D 20% A,

5, 1 ZHULICEEBHNEEKEH S, $ LIL»REPREA LN WEAIFI L1 —4 03X T
Eiitz L, 220, BRNEMRGERER F 72 135 TRIBA R & 04 ) Mg 7 v — v BEEST 5
26, b L IE 3 2 HUL EHERIEM 2SR L 72 © & Ot JRIK CEMEREE, BEYYE, RIE) 2Rk
%,
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# 11 BCR-ABLI1 [ D JEE RS M5 Bl B s O 2 Wik HE

B ERES J OV ORTERIA (BB BEER, BBEER, %EREER) OB L 2 KMo [ Bk
13000/uL LA LMD BV, 23>, A HERATERMAEAS A fERD 10%LL L& 5 5.
TERIERCR M TR RE R I A RO 5 (Z u~TF VEED R 72 &),

AR EER DN 7 & 70720y (A HLERD 2%ATH) .

HEREGIN A A B3 7evy (HIMERD 10% AT ) .

FERIERCR M O A & BB R A 1 D IR EBE GRIFERR & EZERRO R RIZR D).
KA fFs & OVEBEIC 31T 2 FEERIEEE DY 20% AT,

PDGFRA, PDGFRB ¥ X O% FGFRI &15 1 D FHERS> PCM1: - JAK2 &85 7037 B 7e
AN

WHO 55382 81F 5 BCRABL1 BtE O @B B61E P, RISV B BERAERE, E M2 MiE,
ASREME fn /MR IUSE I S B L7 0.

12 FHEEEBEERERYE A I O 2 EE CCrk[26])

L BGORR/ M f0E H (RIEH &2 72 37 2 & 25062H)

A I B BRE>1,000/ p L.
RMIMLFE X EHEIC 31 2 FERHE<20%.
e

74 T7TNT 4 T RtIRE X BCR:ABLI B EEE T2 BHE L 7w,

I o 4w¥EH CAToHEE%2 128 Eiz9)

PTPNI11 ¥7-1% KRAS ¥ 7213 NRAS DRHINEZS 5,
TR RRHERERE 1 B D BEPREZWT £ 72 12 NF1 A5 2 528 5
CBL D 4EHEfila 25288 ¢ CBL ©~7 v &R %,

I Zzofth (II 27z S 2wha, UTo 5 2HEHM Eziiz3 L)

BV I =T MDD DRI
FEHRHHIS LA L HbE B0

B BEER R R ERHT e o KRS I~ o H B

SN PV NOY I

au=—7 v A4IiCE T35 GM-CSF & &%k

it 1: PTPN1I &SR %2 23 256, LRI OB 21T\ Noonan JEfRHE DA Gz
ZWiT 2 0EL D 5,
F2: A7) NI OEHHZ 1 2bimz I a0wgGElk, 773 -1l o5b 2HEHMU L
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Wi7z3 ZeBRDOND,

13 BRRBREFER & VIS % % 1 5 B BE 5P A/ B BEHE R RS o 32 W Ak e

TRHFBHCRAIIC IR A A 5 Bl & 0 (ZRTITRIBEDRH > TH RV, BRRERZFERD 15%
LI EICH B, RAYILOFERD 1 %Kil THEOIFEKD 5 Y%A,

i % 45 L LL Lol MR % .

SF3B1 BIn TERNHLINDD, b LALINLWGE T ERER
AL TC & 2 Bl OHUH AFINERECHGFE R T 1R R A 720,
BCR:ABLI1 @& #15¥, PDGFRA, PDGFRB ¥ X" FGFRI D& (a1 H#E, PCMI1:-JAK2
AlA ST, t(3:3)(q21.35926.2), inv(3)(q21.3¢26.2)F L O del(5q) DYtk 5 DOV 68
LOVAAR

BREAEIENE, BRI AUERRE GRIRBEFERZ 1 5 B BT
10D B Bl ST Rl B RS AP IS D IR IE A 720,

R/ B BESE TR E S D i e %

S

NS

FIERREZFR<), b L<IE

® 14 BBERIERY/ B REREE RS, AR DL HE

FEIEIRF 1< B BEIE SV & B BEE I AOER R O R & ff 2 5> B RER B ©, WHO 2 Ofthd &l
SR/ BB TETE S, BB ORI B X VR REREGE IR O W I RN S EEY L e,

FAY M X CEBEIC 31 2 FHEEREE DS 20% A,

BRIRI 3 & CTERE AR IC BT BRI O W hh RO Rl 2 H 3 5.

BRI B X R A I B RIS O R A G 2 (BHERIROMAE%ES 45 77/ u L B
Foli/MriE%, b L < IR AIERE 13000/ u L LA BEN).

Bl FLE AR/ BN A S O IR HE % B C ¥ 2 [l OFI0Y A F G BGER TR R IE Y 78 o,
PDGFRA, PDGFRB ¥ X O FGFRI B ¥ O PCMI1:JAK2 BiEBIE T 534 b 7o,

(4) BB B
FAB 538D MDS D2 Wi iHE % i 72 3 2MUAEFRE D 2 WIS BUNFRRIR O BETE 2 & 2 856, WHO 4735
3 T IXVBEESE (therapy-related) AML/MDS & L T AML D72 2> I FH & 1L7-. BAffE 7% genotoxic 72
IRIRIED & 2 B OFRILRICE D S oA 7 3Y —TH Y, HFEEED AML, MDS, MDS/MPN 23
aEns. WHO H5 4 lClZ A VR BB EE Rl TEES (therapy-related myeloid neoplasms) 1242
Hah, [StEagirE o s X CBLE TS ALES; (acute myeloid leukemia and related precursor
neoplasms) | WO A7 3V — & o7z, 4 RSGTR T, [2ME86EMEAIE s X CBEE (AML
and related neoplasms) | OHICHFEE N7z,
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(5) W& Wi BB 5 i e FiE
a. MDS with isolated del(5q)/ 5q —syndrome
FAB 73#8 T3 RA IC@& I T\ 7z 5q—syndrome 7235, WHO 7JH5 3 fiBARE, A7 L 728l e 7n o
7-. bq—syndrome (¥, MIRLERERIFTA, TRREENFTR, LU F I VI3 28K 27]5 5
AThH, M—REERETHY, ZYULDFETH 72 LHliT% 5. 5q—syndrome |& MDS DM o 7x
D> CHME—ZMEICIFR T 5. —MRENICITRERMEE M Z 2 L, M/MREUZIER 72\ LIdEIN 3 2. RigMmEF
BRiE 19 K0 <, BBECTOIFBKIT 5% K, E0ERZR BRSNS 5. HARTIIWOK & Hig L
THEDME N T & 3RS T T 5[28-30].

b. MDS-RS

MDS-RS 1 B D ZikHIC L - T MDS-RS-SLD & MDS-RS-MLD 12431) 5305 23, FHHiDIFERH
5%LA L7 % & RS oF#ICr2b 63 MDS-EB &7 3. kY 227 ® MDS-RS Tl 7 27 v+ 7
M X o CEIMODBER R LN T, ML LBl 32 2 &% eFEZ 5N 5([31-33]. SF3BI%
REBTHRREFKNTCTH S Z Lh 5 MDS-RS b FREN N L Bbndb 723, FREdhic X 3 b
DEFTRTFRIISTL DR R[34]. REoWEICL 5L, RSH5%ULEALS NS MDS fEH| D H
Tb SF3BI1ZRGHHICl1d MDS-RS-SLD 3% V& RBIF724, SF3BI1ZZH[2MEWICld TP53 28 %n
% <, MDS-MLD % MDS-RS-MLD, MDS-EB D% &, FHARTH -72[35]. DETEHE
I3 MDS-RS ICIZZ 9 2o 7z SFIBI EREWHI RS Db Ltk o,

c. FRR MDS (f£fEk MDS, #E(L % £ 5 MDS)

WHO ZEKETSH 4 IR e L Cafia T nsd, WhiITFil e cd »wd X5 hET, KE
X MDS (hypoplastic MDS : hMDS) & #itffi{t % £ 5 MDS (MDS with myelofibrosis : MDS-F) %% &
DHITFLNTWED,

1 10% D MDS 848 O FHIIEZ KT hMDS I3%4 9 5. AH A 5 O <iE, hMDS <id WHO 7
FHIC31F % MDS-SLD & MDS-U 28% <, MDS-MLD #3072 \» & & #7z. £ 72, hMDS % non-hMDS
LHEEL, PHRARWERE X N2[36]. hMDS (3, ZBiE LT3 AA L ORI REE 7 5. F7z,
HHEWEIC X 2 BHEECHCRREZRNT 2 2 LV EETH B, AA TH SN2 Filliiie 2
0 7Y v 8o REEHERES LIELIZERITH 5.

#115% D MDS HE <X, FiciEL%E:> (MDS-F). &M MDS-F oE#&IZ, OFAMECTH
KIHIHERAE (25 =7 V2 b b)) DM EZE:, 0, 2 ZHULOREREHES &
TH %, grade2~3 DEFUOME I THEARKTTH 2 L v I WiELH 5[37,38]. MDS-F &2 &
NaHlo% < H, MDS-EB DA 73 —TH 5, BN N 74 %y 7070, BEEHEEARIC X 220
IREECTH 2. FEEROBINNL, SRR (Fric CD34 Jeth) I X VS it X s, MDS-F off
BN R REAIIFT R e LT, BUNERERE & o EALBREL ORI & B BIER A S 5. 5l O Mk
LIz E MDS, MPN, E:) vo5fE, A0 EHEEE, RICHESEMERT (722 21F, BEREE
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FRELHCOHEESE, HIV BEEESEERE) 8BV THRDLNE720, FNOLDRIBLETH 5,
R LI U ISR & 72 3 D3RR B BERRHEE & R <H 2. MDS-F & JFFMHEBERHEE L o
iR &3 15 IR T,

SN PR % FF 9 B BESE BUE (B JESENE B BERAEAE

I e ih fib k1A BE

AMMATR | JUIBRIEA. LIE U idsrrh ko i | Bifn2s B4R T, drdhEk & i3 sgms 2

R - BEDERBARLNS. TLHHB. FRAMERA A 5451572,

W7 T FERIER & RIFIR BT % (leuko-
erythroblastosis).

Z O fth o §F | EHEEREKO GG T CD34 | KoEfn i T, JAKZ, CALR b

B E | Bl ERr Ao NS, L Z MPLERFICERRHLNS.

SCHR[39] 72 & 221 L THER.

d. /NR MDS & FEVEE BEERERTE A M5

WHO 7385 4 AR CIZ/NE MDS @ 417 3 —238%0E 7z, /NEARISHEIMEREAE (RCC) I,

WHO 7385 4 iR CRidl S LGETT H ZH ld v, /NEMDS I2oWTDH A FJ 4 vid—itkEhE

MNNRIMAE - BRAFRPIREL T2 NEEIE - ) Yy SEOBHRAA K74 V] HIciE#HI T

5D THMI NI,
(https://www.jspho.org/pdf/journal/childhood_leukemia_lymphoma_guideline/Myelodysplastic_syndr

ome_MDS.pdf) [26].

e. ICUS, IDUS, CHIP, CCUS
#rLwwh 73V —Th % idiopathic cytopenia(s) of undetermined significance (ICUS) ¥, 6 » AL E
Fife3 5 1 Rt LoMBKRD 235 0, QeafkRE 1372, EPKD MDS DREMER 7 3 2 WA
(10%Kiifi) & LCTEEI NS, ICUS &b 201 Tld, Y7 <o FHFHE & 5 2 R gz
WEIC 72 5. MDS 1B 3 28 AR I1T ICUS il cd G X5 2 & A5, ICUS i non-clonal ICUS
& clonal ICUS (CCUS) e b3 [40]. F72, L RBBH & PR EERH 20D, Fied
% MERI A % 78 & 7 WIERIC R L i, idiopathic dysplasia of undetermined/uncertain significance
(IDUS) [41]& w5 BER b IRIBI T\ 5. IDUS REJEKA S % 2%, MERIRD 1472 A8 ©, MDS
ICHU) e Qeta R RE D 5N 5 2 L b H Y, KD TEAFHERSC macrocytosis 235588 b5 720, K
MR CTZDFEZFE) S TE L INTWS, 77— v iEdEzE 3 2 BIMEENRE 2R 20 b
D A clonal hematopoiesis of indeterminate potential (CHIP) T& % [40]. CHIP (Zi& &R E 2T Tk
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$, DIMEZRIEE L &L OB#EAEFEIICR TN T W3 [42,43]. MDS & MDS Fa{LUEHE © Hes - #2571
#1617,

# 16 MDS & MDS HE{LURRE D Hlig - $85 CCk[11] o —Efekzs)

ICUS IDUS CHIP CCUS MDS
I ERYFHA* + - - + +
HHEDOIFBRIE K <5% <5% <5% <5% <20%
HBE S - + - - +
YutafhE AR A AR AR —tt
ZSEET OB 0 0 1-2 1-3 =2
AR 28 B s NA NA >2% > 2% e.g. 210%

NA, not applicable. e.g., for example

el b 4 HOMBIC D 7 2 Rk 7 EREA

PPRIMER, AFPER, 72 FEKIRR O VI N2 T 10% M EOMIISICBIEE A S 5, 7272 L. HED co-
criteria XFET 256, BIEHEA 7% TH MDS L2325 2&bTZ 3,

o —fRofilcit, MDS B#EDOREE2H T 2/ N4 XD 27 v— v FISH Tlitlidns,

#HMDS Dig L A EDEHT, EBOBERTAR/RENHALND.

w0 L ER I NS, MDS Tk, X W EWEETEREIGTH 2 W 10%U 1), 2EL. &
WVIER FAREIG L WS LT, CHIP £7213 CCUS 2B ET LT LT TE 2\,
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) WHO %55 5 fibs X CEER = v & v 3 298I 2 » T

2022 4 6 Hic WHO 2045 5 iR, A% 5 X OHHARER/BHRMIE R IES O 3 < U —§# (A% Leukemia
FEICF R T Nz (Leukemia 2022;36:1703-1719.), T O 7= Tid, 3. KB DO LR
myelodysplastic syndromes (E#RZIZAEEEE) 7> & myelodysplastic neoplasia (B #iRIEIES) 1T H
Ih, HL, BT L LTMDS 2ffd 2% 2 L0 oz, fIR1ICRTLIICMDS ZRELT
LEE CTRRENRBIC L o TED O NS 2L L, 7/ ZBEIC X 2RI RHE 72 5 Tyt iR R
DRK. SF3BI B LV TPO3ZRICX o TED LN T %, TEREERHEIC X o TED 2 BT IFERE]
A, HREMIREEI A, ERERE LI X o TERINTH D . BWNICIKRBERIILETH 5208, BIEKO
RBUT IO NZE L T o T 2, AMEEBEMEAIE (AML) & BT C E T b I3 BkE]
& 20% (CEBE/RMIM) BRIz, KREhfine LTF /7 Z8E %580 Il A T Ji k234
WTWwsEEZLNS,

1213 [AI A 12 International Consensus Classification (ICC, EE 2 vt v ¥ 2 453%H) & L CHEEZ EE
&AM IR O #7272 70453 Blood FEICHFK I 7z (Blood 2022;140:1200-1228.), 5 b b BRI
BIEMERE (MDS) 1220 W TidT 7 ZREIC X 20820 Ans 7L, K& eJ7mbtk: WHO 7345 5
REFCTH 205, nEOMA7RridE> T b, AMMTEMBBIERIEE ChETEYTHY, o
Fodic d BIERORFEIH o T2 (BllE 2), L L, FEKEIA 10-20% D356 DHLY s
Witzieh1 73V —TH2 MDS/AML &7 5Tk Y, AML L DERBED > T2, b, MDS
5\ AML LBES 27 7 2 BE OGNS WHO 55 5 i 138 e > TH b, mEIIFFRFICRER S
N7ZtbdbdHoT MDS, AML 05 8IZEDL L2k o TRLRZ L IANNTL S LI
5, COBROSIAA MEBK R TIR, S&. COMPEA LD XS IR T DL 2T
X772 ARTIE WHO BG4 iRz AR L Lt nicwns 2 & 2Rt L TH <,
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HIF 1 WHO 5458 5 i X 3 MDS Ji# 548

Blasts Cytogenetics Mutations

MDS with

defining genetic abnormalities

5q deletion alone, or with

MDS with low blasts and 5q 1 other abnormality other
deletion (MDS-5q) than monosomy 7 or 7q
<5% BM and
deletion
<2% PB
Absence of bq deletion,
MDS with low blasts and SF351
monosomy 7, or complex SF3B1
mutation* (MDS-SF3B1)
karyotype
Two or more 7P53
mutations, or 1 mutation
MDS with biallelic 7P53 <20%
Usually complex with evidence of 7P53
inactivation (MDS-biTP53) BM and PB

copy number loss or

cnLOH

MDS, morphologically defined

MDS with low blasts (MDS-LB) <5% BM and
MDS, hypoplastic** (MDS-h) <2% PB

MDS with increased blasts

(MDS-IB)
5-9% BM or
MDS-1B1
2-4% PB
10-19% BM
or
MDS-1B2
5-19% PB or
Auer rods
5-19% BM:;
MDS with fibrosis (MDS-f)
2-19% PB
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CIROZIATA R

MR 2 ICCIT X %2 MDS Jisflsr48

Dysplastic ~ Cyto- BM /PB
Cytoses Cytogenetics Mutations
lineage penias blasts
Any except
isolated del(5q), -  SF3BI1 (= 10% VAF),
MDS with mutated Typically = <5% BM,
=1 0 7/del(7q), without muti-hit 7P53,
SF3B1 (MDS-SF3B1) 1 <2% PB
abn3q26.2, or or RUNX1
complex
PLT 1 del(5q), with up
MDS with del(5q) Typically = <5% BM, Any, except multi-hit
=1 to 1 additional,
[MDS-del(5q)] 1 <2% PB TP53
allowed except -7/del(7q)
Any, except multi-hit
MDS, NOS without <5% BM, -7/del(7q) or
0 z1] 0 TP53or SF3B1 (= 10%
dysplasia <2% PB complex
VAF)
Any, except not Any, except multi-hit
MDS, NOS with single <5% BM,
1 =1 0 meeting criteria TP53: not meeting
lineage dysplasia <2% PB
for MDS-del(5q)  criteria for MDS-SF3B1
Any, except multi-hit
MDS, NOS with <5% BM,
=2 =1 0 TP53, not meeting
multilineage dysplasia <2% PB
criteria for MDS-SF3B1
5-9%
MDS with excess blasts ~ Typically = Any, except multi-hit
=1 0 BM, 2- Any
(MDS-EB) 1 TP53
9% PB
10-19%
Typically = Any, except AML-  Any, except NPM1, bZIP
MDS/AML =] 0 BM or
1 defining CEBPAor TP53
PB
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FAE A

X

- JRRE

S|

MDS 37 ) LB E RS 7u—voREEHFEHEE LTRIETS EE 20N S, BIEDKRK T & 7
2 BGHER PEIE R A — D BE THOL AT INT W B, L DEFETIZINS DERIZAHT
b, 2T, HIBAL T3 ERHNERS X CBREERICO W TR 3,

EEER ¢ &M EREE O WHO 558855 4 ik 2017 FGTIC IR, SRS REMEREE % £ U 2 JH IRE (R
F (HHfEZE ) & L <. CEBPA, DDX41, RUNX1, ANKRDZ26, ETV6, GATAZ, 51 X 7 @& s+
DIRED B\ 3EAE & L C Noonan SEMERE. Z O fth D FIEMEHER RREMRRE A H 1T 54T 5 [4] [44].
EEER T R Down JERRED MDS OFIED ) 2 7 2 E IR cbh 2, Lid@ET o)
b, RUNXI, ANKRD26, ETV6 D725 E M/ MR DK, BREFVERFE 2S5 2 L h3% v, GATAZEIET
D HFE I HIRIEA & IR IR PE R %2 R & 3% MonoMAC JEMERE D JEIK & L CHI S 11 3 [45].
Noonan JEMERE (3RS C A RIE OER Z G603 29203% { PTPNI11, KRAS, SOSI, RAF1 72 £ D
RAS/MAP % F — ¥R EGBIE T O R RIEERE2H T 2IEERETH % [46]. % O fthd FHEVEE B SIER
FEICEHEN 2B L LTIE, Bloom JEfERE(DNA ORISR BEICEHE T 2~V h—¥ RV 7 a—
N3 2 BLMELTORE T, /IMAZREI, HGEEIEASE, %EA 2% e 3 %) [47]. Fanconi fif
E#E(18 fiifd 2 FANC B FHORYE TH 5, JUNKIED & BT EME D). EREAARAE
(DKCI, TERC, TERT, NHPZ2, NOP10, TINF2 s ¥ 7 u X T &R L 2 0o R IcBEE5§ 3
shelterin &% 2 — P& 2B THEICEER A O, MOZEN, DFENABE, KEGRLEZ 3L
T2)REPMONT WS, DDX41 OMHIIEZ R IZE Y 27 MDS O ~8%IC A b, EiliiFiES % \»
[44]. IFHIIEZZ BIZRRIC X > TEZ Y HAANTIZ A500fs  (P499fs L KL INB 2 b HB)D %\,
DDX41 iz % 9 % MDS FHEBH OFEBUC DDX41 ORMIIERA A LN D, DDX41 %5 R
Btk MDS 133 Bk 3% v —77, P2 IR RIF©H 5, AR IC X 2 {RK# F - —di2ko MDS
DG I NTEH Y [48,49], FELLETH 3.

BUR S HLos A FIRIRIE D & 5 MDS (359 BE (therapy-related) MDS & 22 & 113 23, Z 411 MDS
RO %% D L IEE v, FUEAlO > b, TArFalHle bR A4 v 27 —FHERIZ MDS %
AML 7z & OB RIS O FGIE & ORRERSTHEE L ST b, MBIITIZ T V3 LRI RIEE T
DIEEH 5~T7 E L B REBPRRE 2B L 5 2 L 03% w—77, FFA4 YV 25— PIHEANZRIEE
TOBREAIRETZED S 1~3 F L, R RRERRE L E L 5 2 L03% v, 7272 LERIC XA
I XA A SR A WRERT D % v, Sl D MDS OFE & ORER MBI A LN BB T & w2 5, il
Bl [50] R EFEHR XA v v b [51]7 EUHHRIRFE 2 Z T 72 & b @ MDS BIEELFRICES Rb L W»
IR D Y. Z OEE OFIEMF UL T L F ALAITIHERRET L L T b, RV ¥y OBRER
CBIL T, BB X 2 HEEIRGE R & MDS oRERICE-ICEBRZEw[52], KEEGERH 2 DD L
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FE2HNTW3, ZOfh, BUEY MDS OFRIEY A7 & 755 2 & X REFCRINTW5[53].

ks

MDS (3 BRI & SPEE BT B s~ Ot 2 R & 3 2 fERIE T H % . MDS O 2 i Ich 5
LRERE & LT, BARREANL, BIFERM~T 7o v v RIE, B8PS, ICUS (idiopathic
cytopenia of undetermined significance), CCUS (clonal cytopenia of undetermined significance), %
L CAtEEdtaiEsd 5, MDS & o OEAEE L OBFRIZLT L OIS TIRZEL, A —
=7y IHBFET b, 22T, BB TERT 07 7 A VEFEIICHENTS 5 2 L ic X o T BRSO
PRERAL DML & B E & DM ARG % ELd 3 2 WA HEA T 5 [54-56]. F HIC T B ICHEAT
3% [KRE] & L T CHIP (clonal hematopoiesis of indeterminate potential) % % \» (% ARCH (age-related
clonal hematopoiesis) & \» 9 BE&2M2IE X T\ % [40] [57-59]. ARCH IFigR W EfRIK T2 H 0 70 1R,
80 fX. 90 fk® 9.5%. 11.7%. 18.4%ICH 5N 2[59]. 7 v —VICZAh b BEZEEIT DNMTIA 53 A
2% K TET2, ASXL1 %%%i< o ARCH 284 b % i ol s BEES O AR 1L 11~13 f5THh 3
23 DIMERED Y 227 b 2{5IC ERLTEY, ETAT Y RDOBEETIX Ter2 RAA= 707 7 =D
IR =BT E'NAVRRIEET A P AL VEEH LRV THMLTWDE I EBbo T 3[43]
[60].

B FAR 2010 FARHTE2 O, KRy — 7 2 v F— &SI X ) MDS IC 4 b2 EERER T4
Brm 7 7 ANHBHL2ICI N, ZOTRICHT ZHESHL 2R Y 205 5[61-66]. MDS Ic4H 5
NEERT a7 7 4, TS REMOMERIC K > THRA %, IPSS/IPSS-R A LD 27 2, i
LoTHRLZ2DIIDLAHADILTHEN, A—ERICLoTEedoNzaF— FDGEIL. ZDiA
BEZTL LD TEIRGCREINAZERNTHZ L EEZILTELD B, 72 L 2 &Ml
fEadr—FCIHMEY R 7BERCEMETICE S AONEZERIIV RS R, ILICH#EEY X7 0 BEIIHHE
72 EDER RN D Z D XD R RO O B II D {75 2, BEERTIZABIL TR
T ALy FEAERREIGEIE . DNA X FOULRT#EET. 7 v~ F VEMIRTEE T, B5RT#E
G 2 b= VIEAREET RAS SR ¥ = 4 BET AN * > — ¥ (JAKZ, MPL, GPRC5A, FLT3,
GNAS, FBXW7, KID BT, DNAGEF = v 7 R4 v P B X OEEBAEEE T 25 [67]. £42do
D WT TR~ 5,

- RTF A4y rEGH (SF3BI, SRSF2, U2AFI, ZRSR2, LUC7LZ2, SFI) :

AT T ALy VEAEREIETFERIE MDS © 60~70%ICHh b s, %L DRFIE FRATI4 2 v 7
LRk 2 EAROEREEZETH Y, CNLDERBIEVICHHBNICFEET 5, SF3B1, SRSFZ,
UZAFI ZFFEDIRILICERF L TER Ghy P ARy b) BAbh, HEEERTHOERTH 2 2 & 2URE
INB, SFIBI DERIZBIRGIFERZ S 24 TIc% L Abh, TERRIFNTCTH 5, SRSF2ER TR
T4 vz —ofiGEARET sl Tc sV v RF oY S EEL D, CMML OF)
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EHICALIND,

- DNA X 5 M UIAT  (TET2 DNMT3A, IDH1/2)

DNA A F Uik CpG ¥ X 7 LA F Fo v b v v Z Y, DNA MEERY|OZ L% b e Wik
MR BETHEZ oI L2, Wh® B3Iy T4 2 Z0FKIERTFICL>THDbRATW S,

DNMT3A 3D AF AL o3 Y, ZDESRIT MDS @ 10~15% DIEHNIC A b 5 1542,

CHIP/ARCH T mHEIcAbNS, —F TET21Z X F by b v (5-mC)D X FARICEE % 5
TrztickoTce ruFe 2Fafby by v (5-hmCICEH L, &I 2 FafbicEL, TET2
B TAEREIZ MDS ©f) 20~35% 12329 5#31[63,67,68], WX FAbBHEINE Z LITX Y 2 FA{t
W & 7B, F72 IDH1/2137 = v ENEEREEZ a2 —F LB 0, ZOZHR T MDS O 5% b
b, Z% IDH1/21C X Y PEA: & 7z 2-d-hydroxyglutarate 28 TETZ2 DFERE % FHE L i X 5 AL 23 ]
An3[69], F—RKICET 2 TET2 ZR L IDHI/2Z8 %13, MDS TIRJERIHE L 72\ [70],

- yu=F VEHiIRT  (ASXL1, EZH2, BCOR, BCORL1, KDM6A, ATRX)

ru~F VMR TIE neF Ui A PV EBHiICBSE T 2 ey 2 AT 4 VAR TFTH D, K 3
— LH#E(PRC1/2 complex) (¥ HOX #{nT#E 7 & 0 LRS- 0 MG 53 2, EZHZ 1%
SUZ12, EED7% ¥ & L b1 PRC2 2T+ 2T CTH Y, BH LAY 3D 21 HHDOV v DY X
FAL(H3K27me3) % At L CTHG 2 A ICHIfEI L T\ 3, EZH2 DZE1Z MDS @ 5% IcH 6 [71], 4
BT X BGE I X0 MRS AR X B, BCOR, BCORLI 13 PRC1 0K EHETH Y, ARZ
MDS @ 5% A b b, ASXLIIZ PRC2EAKRZ Y 74— LTRENLIEEDICHELEEZ HNT
Y, ZOZHEIF H3K2Tme3 OV % b 753, ASXLI DZEHIZ MDS D] 20% 124 51, DNA £
FMUBHEREOFMEAZ L (. B2 L 2 TFHRARRKTFTH 2 [72],

- IEERT  (RUNXI, IRFI, ETV6, NPMI1, PHF6, NCOR2, CEBPA, GATA2)

IEFEIMICBE S 3 2 5 R T E 2 — F 3 28 Fo 2R3, BEESEEI T T2, 205 b,
RUNXI, ETV6, GATA2 3 IAHIIZ BAEHI S A b b, RUNXI D28 FIIFHEIAOMERE L 72 MDS @ 20~
30%IcBIZEEI NG, R RUNXTIZIEH OBRER K> T2, H 5 WIRIEH O RUNXIH#EREICH 3
LIGEIRE R ER L T b, CHIC X 5T RUNXI DBEBER R b 726 S, EMBEFIEZ 5, ak—
vV EAERE SO RTFOER L OER S v,

-ae—vvEAE (STAGZ CTCF SMC3, SMAIA, RAD2I)

ab —v vEARRIRIROESEREER L., Mikkakz oh ko 2@E % L T2, Z%iE MDS
DI 10~15% DFEFNICFED &5 5[ 73], BEfED b DHEREI & B 7x ) Yt iRk B E & OBE 30 v, 2
b= VIEHARICII DNA DLV — TREEZ REN T2 L TEM O Y NV —% Y I —F LT
nE—XIEFH ISR 2HAET2@2 250, 2 —v VEAKOERIIZOKENRAT LT
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FKIEICEHET 3 EEZLNT WS,

- RAS X2 v = 4 : (KRAS, NRAS, CBL, NF1, PTPN11)

MAP/MAPK OiEPAL %38 U CHIfEEICBa G52, 2% F v U —¥TH 5 CBL IIMIEZRIC X
> THFF =¥ 7 F 2 EFERIEE S22, FEEDERBRICEH T late phase ICAE L, ZOER
#HT5Y 77 v — v secondary AML ®° MDS/MPN ICifg 35 2 & %\, TRARKTFTH %,

‘DNAEEF v 7KA v+ (TP53 PPMI1D, ATM, BRCC3, DCLREIC, FANCL)

TP53 D25 E MDS KD 10~15%., &Y A2 MDS @ 15~30%IZ & 5 15, 1HEEE MDS IR
MIc% <. CHIP/ARCH IcA b b TPS3 AR 7 u—vPRRICk o GERI N =0 LE LT
W3 [74]. -5 -7/del(7q) %115 M 2R T 2 L 2% L, tho F 74 N—8IET O ER DR,
IR L 72 FEFNIC % <. PRI CTARTH 5, TP53 OEEAMEED —DIF, Mldx b LRI
JIGELCTH b — v 2l A IR IcBE L 728 E 72 b s 52 28 Th B, T OWRER IS
% PPMID #&{nTo%5 b CHIP/ARCH icA b s, TPS3EEORIM, F#HIIT7T L L OfREEIC X
> TRECHEZ Y, biallelic ZEAEFNIIREAEALEELCTHRARZ b 72 5925, monoallelic 28 FIEH]
iE TP53 2SI ERED] & 250 & 70\ [75]. 7 L VRBED X 217 5 i1 ix, ZZRM#HT I 2 LOH % i
BTELHUERPLETH B,

- Qeftifk 5q-ic & b e D BEIR T RE (5q-fEMERE)

R 72 BRIRRRE 2 523~ 5 Sq-fiEfhE O Hol R L8HIHE 5932-5¢33 @ 1.56Mb TH H, ZZica—F&
T 2 EET O E AL 2 (haploinsufficiency) 23EK & & 2 b4, BB T-& LT RPSI4[76],
5 X U microRNA TH % miR-145 5 X O miR-146a 3FE S 1L72[77]. RPS1413 V) K V' — LUK 5>
T, Z OFEUEAR R0 (TP53 it 72 & %24 L C) JRILERE 0 MRhidii 2 5 2 & 2 L, miR-145, miR-
146a DIKTIC X Y Toll-like ZARKERE DI 2 A L CHUIMREEI, fFhERiED 2 £ L 5,

BRI : MDS OJREICITEM= v FOBEG52H 2 HEE2RTT— 2035 5, MDS OFSE (initiation)
~DOE5 % RTHl & L <, BEEOMERMATFIRNIC Dicerl % R L7z~7 A TlE, MDS % FJE L &
51 AML iciizft 32 [78]. Z o~ v A DREERMIIEIZ Shwachman-Diamond fEERE(SBS) D HT#E A
T CTH 2% SBDS DFBMET LT 2 23, [BEERMAELA & SBDS % RIB X4 TH%ix Y MDS 23FE S
%[78, 79]. ZoWgic SBDS % KiE L 7-[ZERMM I X 4 — Y By 78 % — v (DAMP) T» %
S100A8/A9 D43 ITHE L TH Y, EMEMIZO TRLA ZAEE AN L COBEIELERT, coxAh=
X L3 SBS T MDS OFIER A VEEH A AT 2 02 5 2, FERICHEERMIED B -Catenin ©
EHEMNER Ao~y XRET A TYH[80]FHti= Y F D WNT/B -catenin ¥ 7 F L DJTiE%E /L T
AML %2RJET 2 Z LARINT VS, DX &flid. HHEREE O RIEDITTHES MDS % 723 & »
I TIIANE B L T3, 72, BHERE & MDS Ot (progression) D B# % 7R 3451 & L T, MDS
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HNE % A~ v RICBHE T 2 BRIC IR U #H O FEER M 2 RIRFICES 2 © & THREENEL &
%, ZoMEE LC, MDS Mgt iE# = MEERMIQIC/ER L OBEIb 24 L 3¢, Z ORISR
MAEI: MDS AR o 385 % (R 3~ 2 WL R 7 D 70 ih % /i L T MDS Mg DR ICET G- L T 5 2 & 03%
AbNTw2[81]. oS i & MEERMA BT RO/ %2 /- L <. MDS DJRREIC B
BLCw2u[EERH 5, LHrL, ZhooFii=y FOEE L MDS OFRIEOBEICOWTIE, b b
TIRENTZDDTEARVWEDSHROBEAELLETH 5,

XV RIEL OBEZRTHIL L LT MDS Tl HAERREDTUERA LN D T & HBHI LN TWIZh,
del(5q) DFRFEWIFL % U CEMAKIN 2 XA W = X LRI D2 H 5, Del(5q) D i R KAEIRICFAAET
% MiR-146a (at 5q33.3)% TIFAB (at 5q31.1) DR%K3, £ hZ N TIRAF6 mRNA O R TS X %
TEMETTHEE /L C TRAF6 0iftE% T d % [77]. TRAF6 0iftEd TilZ. NFkB X 0% o fthofF
& LTILLB, IL6, TNFa ®FH%#HE L, ROS oAUt %E U CHIIESE % b 72 5 [82]. EE
IC miR-146a, TIFAB & 12, ZNEZNDBEIET DRI~ T A TIHHMA 2% & 729[83]. R 5q-0
Sl R IAEIRICFFAE S % RPS14 DR 13.S100A8 < S100A9 72 & DAMP DA % JTit 4 % [84, 85].
DAMP ., HARERIC L 2R#MEZ T CRIERICEZEET 2 NRESFTH Y. FFEREERIED
mediator TH Y, FiC TRL4 ® ligand & L THERE L Eabd TRAF6 DL % % 723, DAMP /il
THHBICREICEBTE2 B bhroTEHY, Mk BRERAEIC DL L Tw3, DAMP IZ
myeloid-derived suppressor cells (MDSC)IC FR L CTRIES A F A A4 v O REHWZR L T, &l
LIcBS T %, Zofhicd HRGEBECEE AR L LT, DIAPHI (at 5q31.3, mDial % 22— F§
%)% miR-145 DRKIC X 3 RIEDTUME L EMA LD S REINTE Y, 5q IKFEET 2 EETHORK
KDHRA TN EHBERAE & EIMARICBES LT3, 4, CHIP/ARCH ich b3 TET2 % ASXLI 7x
EOBIETREPAREZRDOIUER 27232 L2URE N TE TH Y, CHIP/ARCH 28iE M AR EE o 7
DB TIE R S BIRE O & HBI T 2 iR & FE 2 b T b, UBAIEIET D p.Metdl ZHITFEL
W H CRIEREIR % S VEXAS SEREE O JHKERE T TH Y. 455D 1 DJEHIIC MDS 240 L. BBERT
BICHI A 0 AR R BRI 2200 % £ 5 FrE 2 T RE & R 37 [23].

MDS & RBliEE

CHIP/ARCH & B2l ~ itz

D X Ptk O AREILET 7 v X LI H LN 208, @EHFEHZED R, I, ZORE - E—v
WKABHARGRY BFEET 2 AP VS 2 ERHILNT Wz, Busque H13Z D X 5 &l v 23 &2t
DOMAMIIEE 2T 7 Y — LTI L, —3iC TET2EERRbhb 2 hs, 7u—viEodEmsEr
TW3BZ ehRLEGT], BICKRA N vD oD 7V — T RMEEBRDO B WADEL Y Y — Ly — 7 T
v ARITIC X - T, AIKEBLEER T ICERY S 5 7 v — S MAERKE N L SiE (B X
Z 70 mELE) @ 10%LlEichbng 2 &, DNMT3A, ASXL1, TET2 ODERRE S~ & Fko
MDS/AML OFFEY 2275 10 {513 EE 5 2 & &mn L, g7 X 5ic CHIP & EF L 72[40, 58,
59], CHIP/ARCH Iz % OB AR O & 233 72 b &ML O BB IC X > TREFIC s v —
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VHIAZXHBIERL, 2B THIO F 74 N—#E AR ZER LT MDS/AML ORAEIC\ 72 5, FEMAE
5 DR IC T, RIRATD S 1FE L Tz CHIP/ARCH 7 v — v 28K LT t-MN 2§ 5 2 & 28
%<&, B 75 FFEIHNC X B TP53, PPMIDZERGE 2 v — v DR EEE TH 5[86], & 5, &
R L a v —BEAEZFEFICHE S %5 2 & T, CHIP/ARCH OBEHD» 5 F 74 N—#zT o
biallelic ZR23H b AL, % D X 5 I fEH] 0 BHE R EHIES O ERFEIL X SICE» 2 & 2R I 72 [87],

ICUS/CCUS & {745 %

MDS @ & 5 BB A 2 . FARRERMO X 5 ICEHAMEER T D &2 < #HT % 22wk s
DA LN BIEREIR ICUS LR & BMRIBX N TV 525, Kwok 513 ICUS DHEE DG FAR S
07 7 ANEFNZE 5 30%LL EDRERIC MDS IS 3G TAERBALNZ EHELTW3,
ZD XSy u— &M A X 172354 D ICUS % clonal ICUS = CCUS & X 32[55]. 7 & i3 ICUS
D—Hl2s MDS  AML ~ES 225, % @ X 5 EfITld ICUS DT TIc 7 v — v &z R
LT3 %L, 7 u—vEEMoFiEss ICUS 2 o BBt SR~ ERE T 2 PHIR & LT
FIFATEECHZ LB RLT WD,

Unexplained cytopenia & ‘F#G1EME~ D ERE

X HITA £ Y 7D Malcovati b IR Ta v & b I BE OB TR % T L. S5
JEICE BTN & 2T E B B IC A b N BB T RE 2P~ T, Z ORiR ICUS % & TILERD D 5
b, SF3B1 BB 355 3REREOEMEICH2b b $ MDS HEMEL - L A% e, &
754 vy FEIGT 0 R (SF3B1, SRSF2, U2AFI) % RUNX1 ® 513 ICUS 7 & B lE S ~ e 3
% L% \v—J, CHIP/ARCH 2% \» TETZ, DNMT3A, ASXL1 % @ 54 23 A CfFEE L ¢ b a8tk
JEBICHERE S 2 2 L3S 3w L AR Lz, & HIC, BETFRE O & wINERED BE 25 Sk
ERAET DMERPME N L DR L7, ZOERITEHAWREL & T MBRED BE I L <, B FE
DTuT7FANEFNS LT MDS 7 & OERVEEEOFIEFHIARETH 2 F 2R L TH Y. MR
7R ERIEH D DTH 5 [84],

EHEEE OB OME & n T AR

XHic, BESIX, FY A2 MDS 205 secondary AML ~DuEEICEIS-§2 7 #m1(X 4 7 1 86T
FLT3, PTPN11, WT1, IDHI, NPM1, IDHZ, NRAS 7z ¥ RAS X2 7 = 4 & & 7' F MAGEBBEE G 748
%) LK) 227 MDS 26 & Y 22 MDS ~OERICBESG 2 8 #InT (X4 7 2 #InT: GATAZ
KRAS, TP53, RUNXI, STAG2, ASXL1, ZRSR2, TET2 7x L EEER TR T €Y = 37 4 2 AR T-H%\»)
ZFEE L7z, 2o OBERTRE 1, WIHOERO THIK TS L EAf+~v—Hh—& L TEIZL2([88],
AML ~0iE% THlT 2 A7 4 & LT, BEFEOBIKRT L &b IGEETERE MDA THTH
AT L(APSS-M)2MRIg & v, ERICE T2 ) A7 BNERMICEHiE 5 X 5 i1c7k - 72 (8],
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BIEFERT 0 7 7 AVEREE D2 ER

o ofERix, CHIP/ARCH 25 ICUS/CCUS, & S IcfHAERRMEEIMS & MDS £ AML 7 & DF
BEPEESS (IC\ 72 2 £ C—H OB M AR STER S 11, b OO REIITCHER 1 ITRE 08
THREGE LTS R LT, BIEFART R 7 7 A Ah R0 NERICOWT, HESEHD
HBN72 1) T3 7 IREB O MER TR BRI 2 L O RN A BB S RE IO 2 Ich->TE 2, 2D
DFERE 7 )=y —rvey 7 LTHIKRBESGICEAT 2 2L T BE AR 7Te 7 7 A VickD
CAFMLEROREA KON E DD LEEZ b D,

MDS i3 E R IR T 5 25, FRICHFEE 1T D A b 3. 1982 40 FAB 4MHEIRIE LIEICK ¢k MDS
DELRETONTH Y, WeRICB T 2 BEFEmPIEIL 70 i<, BHREIL10 TAHELY 1~5 A
LEINTVEA, RIEDHEITIRINI VLIS VWET2d0bH 5. bHAETREAGRIEREER
FMEMEEFAENIEIIC X 2 REFHEOHKE, AREIZ 10 TADY 2.7 A (1991 EH) THo
7=. 1993 4E~2008 FEDHIR A EFET — K 1Ko < MDS ## 7995 flofidhric XaiE, Bk nz
HE R IME 76 7%, 2008 FEOMTBEERRIZBEETI0 TASHZY 3.8 A, KMET24 ATH -7, Bl
HZ 70 U EcA R L Tw2[89]. £7- 40~69 D HAA 95,510 A% V45 18 ERLEL 72 2
F— FClE, 70 fllo MDS 235 I FAE L 72 [90].

AR DRFFEYECIE 15 sk o MDS eI &8 E 2 1997 48 (1,002 1)) 1<[91], % D&HHL &8k
% 2003 4£1C1T - 7292, 93]. 2003 EDFA TIX, BEEH 362 D ERHRAEIZ 64 % CHCKRICH
LT, 7284z 1.9:1 TH o7z, FAB MHIC X 28713 RA 156 ] (43%), RARS 18 {5
(5%), RAEB105 il (29%), RAEB-t52 ffl (14%), CMML 22 i (6%), B - Z ofth 9 5l (3%)
TH o7z, ARWFFRYETIE 2006 4F X O TEAER RGN/ BB BRERERE O 1 7 R AEGI &8 -+ v b
FL ¥ a— - BIGAEMYE[12, 97, 119]] ZFEEL T 2243, 2021 FRF TICZ OFRICERI L
MDS (GFEk 20% LA - oSl 2 Brib) & dhdeiBii & iz 293 Bilic B0 2 FE oA 1d 20 %~96 % (ho
fii 69 %), R 199/94 TH o 7= (RFLblf CIIRFR T — %), KRWFFCHEESHES O 25 Bk o
sk 23 A B8k 7 — Z AT LR TE WHERENIC D 5 D 1F, WFFEHESMERE 23K AR B S KB ERR I > T
52 LD HZBRENNCAR Y 235 - 7= TTHEMED B 0, MUK A A 5T — 2 017 23 b 23 E o F2% % K L <
WirboEBbins.

i) 2 2 MDS @ HiH#Eiigeic & 3 &, FAB-RA IC/ X L 3{KY 22 MDS & icks\wCii, H
KA TIZZWRHER S EEICE N C MG S hTe ) (hRERA 57 5%, 4> 71m%) [29],
il 2 WHO 25 4 fix (2008) CHZHL 72856, HAAGITIZ RCUD 284 (HA 145%, FA v :
19%), MDS-U 23Es8EE (HA :29%, F A4 :3%), RCMD 2ME8HE (HA :25%, FA Y :58%),
5q—FEMBEREMESEE (HA 3%, FA4 Y :120%) &iRE X Tw25[94]. International Working Group
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for Prognosis of MDS ® 7 — 2 Z w7z HAAN L HADOHEIC B WTYH, HARAGIOZHIRFEo 6=
Ko 7 (PIMEHAA : 65.5 7%, HA :715%). ZOfENTTlk, HAAGIZ RCMD 23&4E (H
AN 41.2%, HA:27.9%), RARS 2MEHEE (HAAN £ 4.0%, HA :12.6%), 5q—fEfERE AR
(HAAN :1.3%, HA:4.7%) TH-7=[95].

FOE HKBR

ZWIRE D EERIER D% BRI IC D < b 0T, FERrZ D Dix7a v, AU HE S R S HIIER
DRFEIEIR L 72 2 2 & 3% s, BIRICkER S 2 2 & o o 2T CERIMKEFET R 25T h s
LOBW DG L s T b S, BYEEL 2 L d L MMEATRORFE ZiEhis 1, ZWcEs L
bH 5.

2R, WADETICHE WL DIERA A DN S X 512705, BRI X5 G EZ 5 R+
23, WFPERBEREDART GiE7ERE, ARAE, KB bHBEMELZ 6T LEZLN5(9%]. BEECY
ANZIC X ZEHERBIYED Ao 2 b DD, REINHHRED BE I Cld 2 OMEILE < 3av. —
77, Sweet JEfHE (GEEA L AFPERIRIEIC X 5 592), BOOP 7z & D IRREGLIENRIM % BEb & 2 TER 134
W 53R 5.
SRpT R Cld, MDS/MPN & oEi5HI1%, 2R ~ER L 225 2 6 TSI PIEZ D, 1l
K, DEKITEZMHD 2L b H 22, ZhDHoBE CIREN & MRS BRI % 580 3 AT R
HHDHLIIMmTH D,

BTE KREFR

MDS @ M IR RREINIC 351 2 Bk & ZFERo B, Bfis X ORMINIC 51 5 Bk B
BRICX > THEINS. AFETIE 2006 F5 5 2021 1223 C [FER BYHE M/ 85 R REER D
AT RRREGI &S, - 2~ F 0L v — - SBERHENE[12, 97, 119] ] <& #k X L MDS (GFEK 20% A
L oJEFIE RN & ST X 7z 293 Bl O W T, HEARRKRRETR 2R 3.

1) R R

MDS i3 ¥ FIIBRIEE L CHRR NS T 2% 018, Risd L 7= MDS &8k 293 filic 31 % M E%
FAIRT, FIEH L DREMOIEFZERKE VO T, FHE LY b hIvE-CcElid 2135 %Y TH
%95, RIfERIE MCV Foufil 102.4 fl & RERERIED 2 & 5% 28, K/NAFESRAHRIERD LIZLIE
Abig, K MDS-RS ClREGAETRIMEROEM %R U 3 M1t (dimorphism) #2332, #d
IRIMEBRE IR E A 72 25 5, JEFNC X 21X 62 E 8K E W, IFhERORERE & LTI, KH3EirhER
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(Pelger #%52%,) LB EELFER, KM & 72 13/ NUAFER, K70 v LSRRI hER, ~ vt o X —+
Eparh R &, /MR O WTIIBERIIVMR 2 & 2 icBti I g, HhERT A7 )RR 7 7 2 -2k
" (NAP 22 7) 35 EHEI T RwD, ST A P 28 fFREEKGETHT I Rl 244 TIITHR
R RfETH o 7.

MDS DORMIMATR CX DICEHE R DL, LIXUITHFRSER T 28 CTH 5. FEROHBUIHE A~ DI
&, RETEEC Y 9 525, DROIFER B IR L, 220, MERED %2 H - Tw 25513 MDS %
R ICEE ) NETH 5.

MDS (&1 2 HE i 3 R EL D A N 2 TR 72 M/ IMREEREIE T & —Rlic > Tw 3 & X
LT3, FEHNIC & o THVMrEERREPREREDIX T, BRRMEDMUNMUBEN X Z 7% &35S LT w
5.

KA AH MDS293 {5l o B A A i

AT H T £ SD | ol | 7 — 24K
FRIMEREL (x10%/ L) 2.76 + 0.78 2.64 293
Hb #21 (g/dL) 9.1 + 2.2 8.8 293
~<bF27Y v+ (%) 277 + 6.6 27 293
MCV (fl) 101.9£ 10.0 | 102.4 293
HEARIBRE (x10%/ L) 494 + 354 | 4.35 270
FHIEREC (/u L) 3880 + 3180 | 3080 292
TFREREC (/L) 2080 + 2200 | 1470 292
I/ (x104/ w L) 14.0 + 14.2 8.9 292
LDH(U/L) 239 + 146 210 291
iMiE# (ug/dL) 124 + 63 120 198
UIBC( p g/dL) 147 191
7z Y5 (ng/mL) 230 192

AW EM L T2 TR RS/ 5B BIE R O RTINS & - 2 F I rLea
— < JBEFAENIZE[12,97, 1191 12 2006 4E2> 5 2021 £EIC 21 CTEFR S 1L MDS  (FFER 20% LA D FEH]
ZERAL) L HRESIT & A7 RE D SRR

2) BHETR

B2 2 5 2 Tixd BE AR, @Y R 2R GEY) RIERZER L, 2oRIFICREINT
WBHZETHE., TOVTUHRRITTHIEL Wiz FE4&v, MDS TlE—f&ICIEZR v s il
ZRTLH, T DOREFNIIEIEZK MDS & divs. 7272 L BEFERCRIGIALIC X 2 HEDIE T 2
VERDH Y, BRERSL AW MRI 2 E2 0 L CRAMICHE T2 X2 TH 5. EKEROBIRITERK
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BAL Y S EMERIER (ZNB R TIVUTE 7 7y MER) ICX2HEREE L\, &k, RFFEYE
TN T N7AXTE K MDS OFf# e LT, MDS HHBICIEY 2 7B ERICE W2 &, FRICOW
TIRHEIEH T2\ MDS I~ TRAEFER, MAHMREFRE S ICRIFTH > 7223, FRiAEIC X 55
CH% WHANICH - 72[36].

HBEO ML EILEHE 500 87 7~ Mg X V{75, WHO 7345 4 ik[3]ic351F % all nucleated bone
marrow cells (ANC; H 826 #AMlAt) i International Council for Standardization in Hematology (ICSH)
HA KT 4 v [17] TR XT3 bone marrow nucleated differential cell count (NDC ; ‘B8 M
8D IHloTHY, ANC & LTH Y v P& Hfilfldid, [2FBK, ArEEk, nreaek, sSeaek, e
BR, FRIRERAFRER, r3ERATrRER, GFEEEK, AFHEELER, HAEK, U vo<BR, R, ARIEBK, Al

L, =75, [BEEEK, ~27wv7y—v, B3FE Beaie, MEME] 3R43 5. Non-erythroid
cells (NEC ; JEARIFBRAMAL) % 0Bk & 3 2 TFEBRIERRIE T WHO 7348 2017 FGETIR CHivE &
N, ANC Z 53tk e 3 2 FERHCRRE ICH — I iz, 2 ofERIECRAMERBIME (M6a) & A7 T 4T
TERNZFEA N I MDS o #Hilg & 72 %

KA % DM D BIZEOFIICHH T 5. MO EREREE IZEMEMOXRII L ZEZ oNTED,
MDS OZWiD 720 I FEE LR TH %25, BIPEBRIZ MDS KRR L IZWAT, ©X IV BpPHE
BERZ, S &5 mMEITHERZ, FUBELAFREP 2 v = — R 31 51 X o TRIERSFHRE
INZHEDH2DT, BRKE 2T 300 ERE TICEREL, RIS 2 2 LB TH 2. MDS
I A B L5 BARR) 72 BIZEK o FSEIC O W T BIE CEEMNC IR R 5 1L % 28, BRIR#EZFER (ring sideroblast),
Pelger & 2% ({K035) 4k, (KFEERAFHER, BUNERIRKD 40138 Y b1 MDS %R0 ) 3 i
TR L LCHER I NS, BIPRZ RS0 L U<, WHO 7385 3 IEARIREICRE 2 £ C, %
BRI D 10%LL Eich bz L EHELINTW 3.

3) BRI R L UGTEEF®% A a7 ) v 27y 27 4 (IPSS-R) ko X4

MDS BB D J R B 1K PR OFEFNIC B H & 7, MDS O, 7 a— I ViEIioGii & ¥4 T
W2 IEIRTTERE D 72 0 Ik CEE R AV AIIERTH 2. 5q— EMBRE D5 & XSG 23R I 2
WA S %. AA L 72 MDS BHUEFID 5 b 289 filCiR X nuz LRt B 2% B i<, TPSS-R
CEED P EEKTID Y 2 7 8L 2 OME R R C IR L7z,

5q—fEMERECEI L CIRHACORERI # & L 72& 2 A MDS 20 b5 1~2 %<Th v, WKICH
LCIERIC R b b o72[30]. COMEANIRT Y TICHE L Tw5, b bq—& —5 3k E
EOTHMLEONDE Z L B% 57228 5q— AT BREFICH LT -5 2FROEFIREIKTED 2 —7 O ff
TEC B 2 EIH S 2 I PRARBINS , MO AEMTFHRIEIKEL ER-TWEI LD >7D
<T[30], ZZTRHITERL .
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#£ B AFH MDS289 il ic B, & 7= £ iR E g

eta iRt R iebl SEIE (%)
b4
inv(3)/ t(3q)/ add(3q) 12 4.1
-5 6 2.1
del(5q) 20 6.9
-7 9 3.1
del(7q) 11 3.8
der(1;7) 9 3.1
+8 36 12.5
del(9q) 6 2.1
del(11q)/ add(11q)/ t(11¢23)/ add(11g23) 16 5.6
t(12p) /add (12p) 5 1.7
-13/del(13q) 9 3.1
-17/i(17p)/ t(17p)/ del(17p) 8 2.7
-20/ del(20q) 31 10.8
Y 17 5.9
E 132 45.7

<%§%(@ %éﬁi;ﬁ:ﬁ i SR iz?jl/fl\&j: i%ﬁ LT %g_l,)

% C  AF MDS289 il o Ge Atz IPSS-R I (SO Y R 7 3 JH L + OHEFE

YRR Qe Al REDY | ) A
#o | (%) | (%)
Very Good -Y 8 2.8
del(11q) 4 1.4
4.2
Good normal 132 | 45.7
del(5q) 4 1.4
del(12p) 0 0.0
del(20q) 18 | 62
del(5q) & s double 1 0.3
53.6
Intermediate del(7q) 2 0.7
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der(1;7) 1 0.3
+8 13 4.5
+19 0 0
i(17q) 1 0.3
del(13q) 2 0.7
fhd single 15 5.2
+1, der(1;7) 5 1.7
flid double 16 5.5
19.0
Poor -7 5 1.7
inv(3)/t(3q)/del(3q) 2 0.7
-7/del(7q) &> double 3 1.0
B (3 {1 11 | 38
7.3
Very Poor MR (53 1|) 46 15.9
15.9
&t 289 100

4) % ofts

MDS I 5 1J 2 LA mEOMHR & L CIiiE LD Z LI LI EA L, MO GHEEEOTTE, 72 1398
7z LESNEMORIR L E 2 50523, LD &fEIF IPSS-RICEWTTFRARK T & ThTna[T7].
72720 LD FHIZL LA X IV B RZFICK 2 ERFREEINZRE T 5. FERIEMO 72 v» MDS
ENRE LAMEMOFTEICE T, IIF7 =V F VIR L EGa TERARKTTH L Z L2
N ENT-[97].

M A A4 VIREICOWTE, FESREENOSEICELERIZ LI EPO RES S EEZ 25
DI LT, MDS 08¢ L (ICIPSS I X 218V X 7 <l EPORE L ~E/n e VigE L D
MHCHHBER B 4L 5 23, & U A 7 BECIFRE DM 234 5 e [98]. [FRRIC Rk = v = — R T

(G-CSF) o it i i3 A A BB CRifi % & 2 23, MDS TIRABIE K & < —E DA X7,
K~ — 71 — T ICBA S 2 F R 2k~ 5. MDS I 7 & 4 5 B H#ifiE < 13RI HUHE D aberrant expression
2 LIELIFERE w3, JrEifiismic s 2 CD34+/CD19 srHE o ighl, CD34*% 7z 1% CD117+
SHICE T 5 CD5, CD7 % CD56 @ R FI, 4Bk SSC L~ KT, #REFEEkD CD36 < CD71
B EBEHEINTEHY, MDS © % phenotype 7 a—4%4 b X + ) —CHH T % 720 D FEFE
W54 ¥ 7 4 v % European LeukemiaNet Working Group 2> 5 $2M8 & 41T\ %[99, 100].
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—# D MDS FEFI CRIEWME R~ 7 v v vV KAE (paroxysmal nocturnal hemoglobinuria : PNH) #UjR
MERCERER DA BRI o, 20 X5 HAEHICIIIREBITO ) X7 ML, £ fMEARER
MICHE U 72 BRI R A HARF C° & 2 £ E 2 b T 2 [101].

KA WT1 mRNA FEBi& 2 MDS &0 P L HHBIL, & <ITIPSS-RICH T 2 I ) R 2 #ED
LA BENTIC B VT, AIMFEBITOMY L2 ) R 7T & 7h b 2 LAt Eh T 5[102].

H8E T®R

MDS i, FAB 73#i% WHO S oEIC BT, FIREG O VR AR GHE X Y FRAROM
2352500, [A—RHTH-> THRBIEF L ICTETIETH S, 2070, BHIRICE I Vo
7RIS A L E R WO 2 R RETT 2B IC i, REZKILANC T E 2 2T IEM R TR T AT O L
V&5, FRERIR . BHEFERE RN, A, M/NMORD. BREREA L, % < o PR Ty
AT LICTFEARZ FHIT 2T L LCH@EL Tl AnbhTw3([5-7,92]. Colgs. FiiR7, 92,
103]. #:R1 (51E) [5]. performance status (PS)Efil[92], 2% D HIA AF/HUFHIARRIE. DHFER ST
# (comorbidity index, CI) &fE[104], 147 RV REH Al (HDL 2V A7 v — LD EEKS) DD
[105]. EREIFER M D EALERR ORI (CD41 [B51) [106]. BHEHO MO~/ m 77—V DjEd &
M2 =2 v 77— CUHIERERDBENN[107], ZEBRD V7> MDS i WCidE 7 = U 7 VIE[97, 103],
RDW &ifili (FRIfER D A/NAE]) [108]. & CRP MUAE[109]7% & 23, FHRARK T & LTS h w3,
AR, IRKFHWONTW R FHRTHlC AT L2255,

1) EEEF% R a7t 27 4 (International Prognostic Scoring System, IPSS)

1997 Flie ARSI N HMP R FH TP 27 4T, HAZEOHRLED L E® L7z 816 filo MDS
BE DT — X RITIC X WER S N7z [5]. BARFEIC X 2 PR TPV HE L Shi-7z0, 58 b E ik
B o - BE BRI S Nz, E72, kMo MDS e HinEkE 12,000/ w L LLED CMML % 4k
7z. —Ji, WHO HHOIRELIFTI D7z, BT OHFERILE S 20~29% DAERI-e, HImEkE 12,000/ u
L Kiiii > CMML JiEffl] b T RICEE N T 5.

%5 BIRNT ORGSR, A7 7 O IS HIRIEAT O R T & L C, B coFBRIE, JiffmERKRA,
WAMBREIEZ &V HFCRaTl, ZoME#EZHV2 2 TMDS 8% 45D Y X7 HEICE
AL L 72 (3R 17). IPSS IZHITEIC B\ T b | ASHE & 4, BRREBR 0 WAl 72 LI S T 5.
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CIROZIATA R

F 17 EEERIERUEERED FIRHE D 72 OB F&HE ~ 2 7 4 PSS, SCHR[5])
i
THETORCH | 0 0.5 1 1.5 2
BRECOIFER | <5% 5~10% - 11~20% 21~30%
A KA i AR
I ERIHA 0/1 %k 2/3 %
Uz AL 50%4 77 AtEE R RS T R
Low 0 5.7 4 19%
Int-1 0.5-1.0 3.5 4 30%
Int-2 1.5-2.0 1.2 4 33%
High >2.5 0.4 4 45%
1Bk A %I
IR < 1,800/ 1w L RAF : IEH, del(20q), -Y, del(5q)
#Z1f : Hb < 10 g/dL Wi © Z ofth
M/IMRIR» <10 73/ L AR M (3EMUE), 7 FY kR

2)  WHO classification-based prognostic scoring system (WPSS)

A2 ) T OGN — 71, WHO 285 3 iRofmil% PSS ICEAT 2 & & b,
TRIMBREG A D BN % BV JAA 72 WPSS %208 L 72[6]. WPSS Tix, CMML < RAEB-t %<
T L TRREEILVIAENT VS, 72, IPSS WO T FHlE LTI NZD
FIROZLICD G L THE Y, FHF o EOREfICE W TH ZNLUFED FERTHNIC
WPSS T3 F#4lic
HROKMEL D THRICE 2 2B I OWTHEITL, grade 2~3 DEHEDIRMEILA BT Y R 7 HE% 1
IRIMBRE MK PRI TF &R 2 I RERA VNI V2527
D79, 2011 FiC iR EREE L& EE: 2~ 7 0 v v/ fEIC
B X 12 72 refined WPSS 235K X LT\ % (3£ 18) [110]. Refined WPSS T, /w54 WHO 58

LINTnw3, F,

Bl BT 2 GTR 2 208 L 72 [37].
T WS ERD H o 7.

, BB

4RO T W 3,

5200873
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7% 18 Refined WHO classification based Prognostic Scoring System (refined WPSS, 3C#ik[6])

T KT DOBLR 0 1 2 3
RCUD,RARS,MDS with

WHO ¥ (E 4/ del(5q) RCMD RAEB-1 RAEB-2

U * Good Intermediate Poor

HEA I L »HY

D X457 1% PSS & [FlEk.
SEEAINL L 1, BIEC~E S B ey <9g/dL, RiET~Es R LY <8g/dL.

URIRE RE AfE IR iE (H) 50% HIMAHEATIAR (H)
very low 0 = 139 NR
low | = 112 176
intermediate 2 5 68 93
high 3-4 1 21 21
very high 5-6 i 13 12

3) M. D. Anderson 28A % v X2 —DFH THl 2T L

M. D. Anderson 23A & v X =DV — 7%, Flev 2 —%%2Z L= 1,915 floBEET—2% 3 &
WKL 5, @EORBEESLHERAEED L =XM% Mb 3 FAB 2FHICk 1T 5 MDS & 3T
CIGHTE 2 PR Tl 27 L2 ERK L7z (R 19) [92]. 2 OWFETIF IPSS, WPSS L3575 b, Rl
DRED 75 63, BEOHRER, BEOREER & BMAICHY AN TIT S N7z, Z DGR,
BB AREHR E L CHli & performance status 23, JAEED S IZ/RIMBR S U < LI/ O g L 23557
LTHRT& LTI, £, REEREFEIZ7HFORE D L 1ML O L3 L 7T
BT Lo, ZOTFHIATLEMAVS LT, FABAHICK 23 _TO MDS BFICEWT, »
DORHATH PHTHAREL 5. B0 T — X ICH I b D TIEH 5203, fhoats—+Tdh %
DHMEBBGEEE LT 5 [111].
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%19 M.D. Anderson 254+t v 2 — X VIRIE X N2 TFHE TS 27 4 CCER[92])

THRRERT | &M fic £t THRRET | & fic 55t
PS 2 Al 0 BREZFER | 5%Ai 0

2 DLk 2 5-10% 1
At 60 A 0 11-29% 2

60-64 1 FHIEREL | 2 5K 0

65 LA 2 2 Mk 2
/g | 20 J5 AR 0 Rafk | Taogb 0

5.0-19.97 |1

3.0-4.9 77 2 T HEEGEUHEYE |3

¥ 7o XM

3.0 KM |3 W | &L 0
Hb 12 LAk 0 HY 1

12 i 2

score A h gl | 3EEAEE (%) | 6 FEAEFE(%)
(H)

Low 0-4 54 63 38
Int-1 5-7 25 34 13
Int-2 7-8 14 16 6
High >8 6 4 0.4

4) LR-PSS

M. D. Anderson 28 A+t v X —DW5E 7 — 71, IPSSICHBWT Low b L IE Int-1 ICHFHI L BIKY
2 27 MDS BEFICPRE L 72 F#% Tl 27 4 (Lower-Risk Prognostic Scoring System, LR-PSS) % [
L 72[103]. del(5q) LASt D Fetr LTI EHIC 1 5, Fin=60 I 2 m, Hb<10g/u LT 1 8, IM/IMREL
<57/ pLic 2 #, MU/MEE5-20 i/ p Lo 1, BEEEER=4%C 1 S 2 W ENEL, BEkEEs 0-
2REEY 22, 34 mzPHE) X7, SR EZEY X7 & Lz, AAFHIRE R RESME ) 2 27 T 80,
i Y R 27 FET 27, ) AT 14 A HICERETE .

5) IPSSe&&EThk (IPSS-R)
2012 1T IPSS 2324ET € #1172 (Revised International Prognostic Scoring System, IPSS-R)  [7]. Z O fiff
FeTlE, HREE»SINE SN 7012 §lo T — &2 DL E BN OFEE, 4V 2 F Ao IPSS L [FEERIC
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BECOIFERIE, PR, RS2 HEEARRT & LT 572, IPSS-R TEHERT O (1t
DITENSETE N, FRCRERET O Y X 75HIIIEKRE CAF ST 5 ([112] (£ 20). V27
IPSS D 4 #5006 5HIcR Y, XOFEMATHRTHATE 2 X5 ICkho7/2(K 21, R 22). T HIMmRE
fLIc LT ER/ NI Wb o, 2EFICH L TCRERLRRTFTH L I Lh 6, FinxkkL 72 Fin
PEEIPSS-R DEIHETE L X5 1Cho T2 (%), CHIRHEY R 7P COTHRTHNICFRICERLEEZD
nas.

IPSS-R 13K LIK, %  OWFFECHGE & 1, 1PSS % WPSS ICHEE L T b % DN 7= T T HIBEAS I
INTW3[113-115]. IPSS-RiEd & b LHBAFCHMEIC L 5 15FEEZ T AR VWEEENO T — £
2 OAER & 7228, DNA X FAALIHESRCBAEIC X 252 %0 2 BEEFMICE T D PR THITEE
CLCERTHZZLRINT VS (ZOMEIT X 3 & 7H v F 2 bk RS Mo 4
IR 2 HEICERE X 47203 high X WK very high YV A7 BDHRFEDALTH-72) [115]. 4 2V 7T
26 OWETD, [FEEMERHIE O 2 EFRELHREIC OV T IPSS-R I X 2 J@HHEAAIREZ ©
LRI N T B([116]. boE O, RIS MRS % Z 3 72/NEio MDS 255 & L 7% 75 51T
72T, IPSS-R Tffibi T 2 et fh R D [X 5328 very poor ) 2 7 DB TIE, fho Y 27 Ytk
BRI 2 BRI~ TG o A FEHR S E W 2 & AR E 72 [117]. IPSS-R I3 iREERE MDS i
BWTH, RAEFERLAMB~DOETEZ FHIT 2 DICEIOZ LARINT W 5([118],

IPSS-R of kI, FrrthEiEE Ic B3 2 AR OEEMEICE W THAAND BEERTH B
FEE T3, Tk B &, verylow 38X UWlow U R 7o BF oA FAB 2R E <, A%
~DOHETE DK DICH L, high X O veryhigh UV 2 7 oA fE R I3MR TR <, AIE~ D
TR FH W LRI, —7, intermediate V X 7 O AEEFEHRIT lowrisk BE & 13 & A EED ST,
BIMUBE~DBITL D nC LRI NA[119]. 2Dz &b, AFTIT intermediate V R 7 FED T4
DAL & I L C BT R TR B B, 7277 L,  DFZE Tt intermediate ) A 7 BED B L Z 3EICT
PO F O VIRBERIEINTE Y, ChPTEHEEZLGEL =SS 5.

Intermediate V) A Z7EEDEBEEZF KD 227 MDS &5V 227 MDS O WIFnoEELR S H»1%, PS, #:F
R, MiF7 2V F VAo I BRERZMEL A LMHEMICHBI T & Th s, hb,
IPSS-R % AERL L 72058 7 v — 7'1%, IREOERICE T 5 ) 22 MDS ${KY 22 MDS % 4313 5 [
12, IPSS-R 2 a7 fifl(=3.5 & >35 Tl 5 2 & DY ME%2 e L T 5[120].

% AFEEMEIE IPSS-R 2 2 7 @8 IPSS-R 2 2 7 + { (4E#iE — 70) X [0.05— (IPSS-R 2 =2 7 X 0.005) ]}
hE, Tadow 794 bPicCHHEIC IPSS-R & FHH L IPSS-R o ERA[gETH 2 .

(http://www.mds-foundation.org/ipss-r-calculator/)
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S RO A

CIROZIATA R

# 20 IPSS-RicHF 2§tk Y 2 78 (Cik[112])
YRz Rt iR A A TET | 25% S kB itk [ IPSS-R T
oo il | BE AT AR | E B B A&
(4F) (4F) (%)
Very good -Y, del (11q) 5.4 NR (FKi#) 4
Good 1EH, del (5q),del (12p), | 4.8 9.4
del (20q) , 72
double including del (5q)
Intermediate del (7q) , +8, +19, i|27 2.5
(17q) , 13
any other single or double
independent clones
Poor -7 1.5 1.7 4
inv (3) /t (3q) /del (3) ,
double including -7/del
(79) ,
T (3 {8 o B
Very poor MR (>3 1) 0.7 0.7 ;
%21 IPSS-R 227t Pk A—7 CUHITD
FERF Rt |0 0.5 1 1.5 2 4
%A Very - Good - Inter- Poor Very
Good mediate poor
FREF BRI K| =2 - >2~<5 |- 5~10 >10
(%)
Hb (g/dL) =10 - 8~ <8 -
<10
I/ IREL =100 50~ <50 -
(X103/ L) <100
A BREL =0.8 <0.8 - -
(x10%/ L)
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g R
Very low =15
Low >1.5~3
Intermediate >3~4.5
High >4.5~6
Very high >6

%22 IPSS-Ric k2 ¥#% CCiik[7])

V22777 3Y — | Very low Low Intermediate High Very high
BE0HEEG (%) |19 38 20 13 10

7E 77 1 1 Hp e i

(4F) 8.8 5.3 3 1.6 0.8
25%AML 1T

[l (4F) NR 10.8 3.2 1.4 0.73

6) CMML o ¥ ¥l

CMML % FAB ##E <l MDS @ 5 WD —>TH - 7225, WHO 435 TlE MDS 2640 & T
MDS/MPN 2534 & #17-. CMML @ 5 b [ 1fiBkE<12000 DAER] D T4 T #l1% IPSS % IPSS-R T Af
RETH 27, CMMLICFHULL 2P THI> X7 LDRFED ED ST 5.

2002 #1C M. D. Anderson 28A & v % =75, Hiffigt, 213 Ao CMML & Oz b eic Lz, ¥
v TN TR Tl A7 240 (M. D. Anderson Prognostic Score, MDAPS) 23glg X v7z[121]. Z v
AT LTIE, Hb<12g/dL, RIHIMLH D25 HHERLART O RBEAE B MIE>0%, U v ¥B3k%>2500/ 1 L,
HREDFERILFE=10%1c z 2 1 G4 4 CTohh, Aetmdic X o> T Low (0-15) ,Int-1 (2 5) ,
Int-2 (3 51) ,High (4 8) D420V ZR/FICHFHEI NG, ZoWEICK 2 L, Low, Int-1, Int-2, High
U 27RO EFH LM T IMEIX, 20%2424,15,8, BX U5 7 HTH ot

2013 4F1C, 558 A CMML # D1F 2> b #i 7= 7 T T #l > 2 7 2 (CMML-specific prognostic scoring
system, CPSS) 2MER & L7z, 2D v X7 4 Tld CMML ##F 28, WHO 3o, FAB /¥ <o
WL, R REERRK, RMERENEKEEEORERIC L > T 4 20 ) A7 ICpIn/-[122]. 2o
WHEICBF MY Lz ar—1t (n=274) TOMEETIX, Low,Int-1,Int-2, High V X 7 # D HE D
AFHER YR ZzhE 61, 31,15,9 » HTH -7z, CPSS icH W, JRinBRigIM&kAFEEO D v Ic
Hb<10 g/dL Z T b, 1ZIFFRED EFWI 02825 5T 3[123].

Mayo Clinic 7> (¥, Mayo Clinic Risk Stratification Model for CMML 232IE X T\ 5%, DY R T
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LTl HERBC1 T/ p L, REIMAH O REAEBERMAE>0%, Hb<10 g/dL, M/Mk%<10 75/ uL ©
LY T 2HEBERICL > T Low (0JHH) ,Int (17HH) ,High QIEHLE) 32500 27 #icsy
M 2, AW IMEIL Low V R 2782332 22H, Int YV 2 7828 18,5, High V 2 7 #2810 22H T
B 7-[124].
2oz, HRERO A CHEI N TPHR TS 27 2 IZEHEDR TR S Y [125], #ET
ZROWGHRE Y ANETFETRIORBE K ICH E3 5. CMML T3 ASXLI, TETZ2, SRSF2 & \»
> 72 OBE T ORMIIE BB ESHEIC A LN S 2 EAHONTEH Y, K ASXLI AR O 3K
ERIBE N4 OFH TS 27 LICHY AR NTW3([126, 127]. 2016 fFICAE X /- CPSS-
mol T, MERF R 2 7 (e ihiETl L, ASXLI, NRAS, RUNXI % X 8 SETBP1 DZE RO IE),
FRIMEREGIMARTENE, FIMEREL (7 v b4 74 13,000/ u L), BHEFERILE (77 v b A7l 5%) k> T
45D R ZFITHEEL T 5[128].
M ER D PRICO W T, BEEFARERE GO THE T v I T35 [129]. o
VAT LT, HFFERER (CD, EHEFERILE (v P A7l 2%), X O ASXL1/NRAS %0
HIICX 5T, Bk XY IEMRAFE L IEERFECHATHTE 2.

7) BIETAERICX 3 TR

CMML IR & 3, 4, MDS BHICEWT, THROBRKICIEICEE Y 52 2%  OBIZTAERFH
FEINTWD, HEOEHWERERT & LTIX TETZ, SF3B1, ASXL1, DNMT3A, SRSFZ, RUNXI,
TP53, UZAF1, EZH2, ZRSR2, STAGZ, CBL, NRAS, JAK2, SETBPI, IDHI, IDHZ, ETV67:&
BHB. ZDIb, TP DERIIREMROGEHBIMETE ICEEL Tabh, £ oKt T —H
LCRAICHEWTPRARK & LTiiEnTnd (7FL, BT L LDBDOERTIIFRICEEL T
LWOHRES HB) [75]. TP531CNA T, EZH2Z, ETV6, RUNXI, ASXLI DEi5T78%1%, IPSS-R
I EOMAED THTM Y AT L LML 2 FERARRK T & L it hcw3[62]. % OB TE
BB REERICADHEL S 2 50T, BRI Z 9 WA (MDS-RS) 1% Abhd SF3BI D&
B (Ffic K700E '2{5%) FRIFATHREZ FHIT3RT L N Tw3([130]. 5 L= AHE s+ 8
X > T MDS o F#EERLd 2iA2TH T 5[67]. IWG-PM (International working group for
prognosis of MDS) % Hh & L7z 27— 7%, IPSS-R 2 ICKET 5 Z & % HIC, MDS DGR,
LW OIEIK B X O FIHHRIC X 2 P FHlE 74 (IPSS-Molecular, IPSS-M) Z{ERK L 72, 2957 filo
MDS & 1B\ T 152 B TAROGEAZFE L, IPSS-R THV & 1= ERRINFT AL, MIIE R 0T
R, BarREiconT, EAMRAT L 2477 & OB 2RI L 72, #iREhzx hZh ol
F D PRI T 2 EHAIIAAE % JHEE L 72 robust Cox & & it CaEfli & 1172, & & ICTHERL & 172 IPSS-
M ¥ 27 L 754 0 HA AN MDS % TR s h T2, [8]

94% DEZFTHRL LD —DOEEBEEDOH 27 ) LEEEFE L -, SEBMITICE > Tl 7 L
TP53 2%, FLT3 %% & MLL-PTD DV HAREROMBEL 27 ) 2ERTH 572, KITIT,
SF3B1 BIRFAERITHREIFEBEL Tz, ZOREIIGET 27 7 LBFEICX > B LR
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7z,
MEARIZE, MR AR R & 31 i o fFfileL BIGm 2 Hv 5 2 & il # Ad IPSS-M J 227 X
AT REONTz, TORATICEDE, IPSS-M U R/ HEFREICTHRORLZ 6 FHCERIL Tw3,
77 LWEREHRAEMNT 2 2 i X 5T, IPSS-R & [HEEL T IPSS-M 32 COEKR =~ FHRA v b
Xt L CPRER 22 L, IPSS-R & IHEE L T 46% D EBFEICH VT Y X 7 HEDNFHERIL & iz, TPSS-
M FZHIFEOFEFEE) . XM/ IEHRBEFNIC N L CH#EHA T & 2, SROBIRTEREZ LT LD THRE
TEARVEAEER L, RIBT— 2235 TH IPSS-M 2 a7 %5 TE % X 95 1C IPSS-M G 4 b

(https://mds-risk-model.com/) NI NT WD, 7/ LERIEFERWS &, FHlEh 3 ) 27 Dlg
DL T2 205, BRI 3o icRIfHRfREE ZE 2 b 5,
T u7u7y Ay e, MlEEENAE 2l GbE 5 2 LT, IPSS-M 13 MDS B
DY EEIL S L, BRERREICER Y — v eFEZ b5, Zhh b EEIKRTORHMG 72
Ihschsrsr, (8]
MDS @ Mg Hife O AMIAE R 22 52 11, AN T 2 0B ISED PRl b EH 2D Lk, 2k
Z\E, TETZ2#5 25 1Z DNA 2 F U LIHESRE~O BIif & KIS 2 "% 3 5 [131,132]. 7z, del(5q)
%13 % MDS T TP53DERBALNZHEITIELF Y F I Ficx L COREIRTIE TS 2 AlaeE 2 &
Ww[133]. MDS 3 oiifflgBhis o P Tl s » T, ML RN Z R o @t 23 F <
BB EPREINTWS, Center for International Blood and Marrow Transplant Research (CIBMTR)
DABWE IR L VA MY = HWEFRIC L % &, TP53 DRERIBHEOLETE L HH T ColHfD
FAMEICBAG LTz, F7z, TPS3EREZH S 7w 40 U EOBEE I W TIE, RAS Rigo0Ex
TERPFEI E AEHIREHO Y 227 LY, JAKZZEFRIZIEFRIETHEMD V) 2 7 & /o> Twi=[134].
Ao b, GG %521 72 MDS 3 X O M AML B30 TR DRI % 17 o 7245 5
BEREINTWS, Thick s, TP53 NRAS, XU CBL DEIETAER, 7t b NICEMLENR, %
MEOEFICADKE R G2 2L L2 ) R7KF & LTl I, Fric, TP53 D2 FICHEMLTY
S 5A, B XU RAS R OBIE 725 2 MDS/MPN OJRIIC 5 b 25610, o CHRAZ:R Y 2
JRFE D DRI N[135].
A2V T DT N — 7% 2043 il > MDS ¥ DA 5, 47 BIn T OZRMGEH & RO, HK
HEHRE ST 63 HOEHICX Y MDS E % 8 DD 7 v — 74 L, AL L 7= F % FHI2 I EE 7%
ETAEREK L. 20T TR, REBEERO PEROBERLDS T TH - 72[136].

MDS DEETFITIZOBE TR EZE R L T ng, 5%, FENAEE T A VREORE %
WL, Bz e EEEomy, 222, BROEETHVPLTWTFRTPHS AT L2HET 5
ZeBRDLNTWD,

FIOE BFES
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1) #a

(DAEEHERL DR

KA CDOBPAREHERIC H 72 o T, HARDERKBG CoEFICA T2 L2 HWE LT, BEEHHAE
FeF MG 5 1 B 3 2 AT HE O JE R, GRS 2R AT A ¥ 74 v (—ieEEE A B AR MR
Fotm) [137], BAGEML - Sy a o S m e leBiEs 7 4 F 7 4 ~[138] 2 i,
HET CIRBEI NI TDOHA F T4 /[139-141] b SR L 7=, 7ok, NCCN A4 F 74 ik, B
1F Version 3.2022 2’ AF-RIBETH 5.

BIEENCHETT L 5 2R Rpiis (BkF L — MEREZ &), Efilis (REBGEIGHL. 72721,
HHKRENTORVEIRE - R), 34 b4 VRE (FAFzFvTr7 7, G-CSF), LF U F
IV, TH¥TF UV (5-azacytidine), (L¥BE, EIMEHIIEBRAL] IcoWT, AFickiT s nb D3
Al NG & E AL O RGBSR & 2 ff ¢ TR L 72,

Q2) zeFvahbPiceTF v RICESWEFIED L L

# 23 1TRL 7=,

7% 23 AHRQ (Agency of Healthcare Research and Quality) @ Evidence Level EE#& & #i5Eo L ~v

IETVYADL )L oL <L
I RO BB BRO A 2T F ) v Rk 5T
©Tx i} A RIS DD
b Pl b DO EMERBILHBGARICL 22T v
A
- Db =20 XL THA v I BRI
BRI X2 Ty R
I Yhid =224 TDILTHFA vEI i 5 —IIcEhD b B
HERERIITEICL 2 b D b D
- K THA v IR EITRIc ks T e
7T v A (MBS MHBRRTSE, 7 — A H5E)
v HARZEAWECEA B 5 W Id MR O AR c HYE BEOHBE
LT ET VR ETEODTINHD

2) Y RZIZXBEIL
MDS FHIEICETRETH Y, L ZFA—HETH > T FRESTNEBIDEFIRICENH 5.
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Z D7D IRFEEEPNICITEE O Y X 7 IS KEIHL A RATH 5. BELCH O Tw 2013
International Prognostic Scoring System (IPSS) i X % V) & 7 53 HA([5]C, XL & [EEE MEHTIIY
BAio#Is E ¢, IPSS @ Low/Intermediate-1(Int-1) & Intermediate-2(Int-2)/High i< J&@R1{t 32 2 &
DIBREDREICHEMNTH 5. PSS BRXINLBRICH - ICRBI N PR TR L LT, WHO
OB R EBAL 7 WPSS[6], FEfllaRtfAIciES < b 0 [142]1435 5. —75, 1PSS DUGIHR

(IPSS-R) %3 2012 4FicFEK & N7z, IPSS-RICHWTIE, MDS 1E 5 BHCHE S h, TR THIORES
ERoTwa R, ZhicsvwTid Very low & Low %#{KY X7, High & Very high 2%& U 27,
Intermediate (ZfHOREFZIMKL TRV 27 - 3H I A7 BT 2 2 e BEHTH %[7]. NCCN
WA FTAICBEWTIEIPSS-R score 35 LATZKY X7, 35 22 2bD%2mY X7 LT 508N
RENT W3 23[143], AFFEHEICE 1T 2 DA ED 351 HlDOfENT 2> 5 1 Intermediate #EIZ 24EFR B X
CHIMFEZTEROmM T X VEY 27w THRERLZI 2D, DAED MDS iKH0»T
Intermediate HEIZMK Y R 7 IC 8T 2 2 L 258V CTH 2 [REMED B 2 [119]. 51213, #En IO ES
BmEREEZ T, HLWEINLTES T L 2[R E A, & & CTEIBIR AT VS
NTWBIPSS H L <1 IPSS-RicH S gk # AT 22 & & L7z,

3) KY X 7 HEEBERIPEERRE (3K 24)

® 24 ARV 2 7 TFEBERIEBUE R O 1655

TREFHYIRRE (& 4F i) (T v=R)
i GRIER/ /M) 1Ay
EPO (EN{RBOEIGHEL)  Ila/llb
ENRXKLZF VT NVT 7 Ib/1Ib
G-CSF 1\Y
¥ L — FAl 111

SEHIHIRRE

vruxRY vy (ERRBEGZL) I
ATG (EWNfRBOEIGZ L) IIb
YL
LF U FIF (5qREJERD S 2 EI - R ek ik 771) Ib/IIb
THYF VY (MIBEZICAIG O B, MR - S BRI 111
[Fi e T A el % A 1T/ TV
1) @

S EIRRERAT EEEASEEM L 222 ) X 7 0B LA H 0 LT D
WIENDEZT DD
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1 FE D g I AR 71
0 RS EYYE
IG5 & ORI L TAIG
2) FF—
HLA @A S L < IFFEMARTHE, £ 72 13 HLAL FEA—Zulis
3) HiALE
B BE Y BT AL E
MR R AR L & Dk L 7= WL (S, & OFEZ B 3 5 61)

EF 1 IPSS T Low 3 X W Int-1 ® % D,IPSS-R T Verylow 35 & U Low ® ) ® I X U Intermediate D b
D D—H

ZORICEEN L EFIE, MBKRD Z FRERE T2 00, AEAME~OBITO ) X7 13 Kw» 2 &
MHNT WS, WHO 43488 (2017 2&GETHR) <ix MDS with single lineage dysplasia (MDS-SLD), MDS
with ring sideroblasts (MDS-RS), MDS with multilineage dysplasia (MDS-MLD) ® K&B4r & MDS with
excess blasts (MDS-EB-1) 0 —#{A3Z ZicHHE NS, 72, HRANICS WL Wb 2R A RIEZEK
DIREEHWE <, BRRIIC IR PUMERIRD % fE v VRS TSR DI GCEEERED C ZicEH En 5 [144]. —
fiRIC Z OREDBFICE W TTEBAR~DINKIER O FHWIC R 5. BlE, ENTI ORFICH T 54
PG & L CEMARE R D IF, SCRHRE (i, BAYENR), 4 P4 VIRE(EAFTFy T
77, G-CSF), L+ VU FIF, 7T¥vFvy, MEGsflagEcd s, LarL, HEFREAML
DELFHETIE, REUEISI 223 5 G MFIRE D ZEI N 2 L03H 5.

L. EREFITIR
Z OFECIRIMEREA TN 3 2 RIEINEE S RO L 72 5 72, MENCIG U 78§, 7R MR i )i e -7
#ll (erythropoiesis stimulating agent; ESA) 72 & D4 4 +h 4 vk EaGER I N 5.

(1) #f

JRHI & U CIBRIEAD 2388 © B RAER © 7w B I3 s cftaBigg 3 2 [IV, C). ke A3 2 &M
(Hb 7~8g/dL LAF) tcf L T, Flin A RIL % % 58 L 2 D R IMEREA| o il ¢S 5 [1V, Cl.

MR <2 i D BRREAR T 1 & 2 e 1o U TR 2 47 5 23, RE T 2 Hiic X % [

YR EAZH <720, SEOMUMEY (0.577/uLELT) %580 2 BF ST, TR/

Wl 21T 5 2 & 137 <, EAYESFFER:, R HMm O 2 5 3 56 L IR 204 5 SRk

WLE DRiZICE E® 3 0REE Lw [IV, Cl.
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(2) $k*L — ML

FRIMERER AR D BE 1< BT 2 PoBBIAE X, FFIK, OO0, B 7 & BB o fEE % & 72 359407 R
BThh, ghFr—rA2AE NS [, B). ROS%kFL—rAlTHET 7 277 RFEHAF D
T7xm Y IV L CEE~OAENEL, FL— MEREZEMLCIT V. LT X 2 SaER
A IEEREE L Z O~ 4 =Y AV PICOWTEHF#ENED D DEEDEBOTA VI 4 v3b 5. BN
TR S EMEZGBREZROSIRA A F (Sl 4 FSGETRARE SN TE Y, Zhiciho 28k*
L — MEEOEESE E L\ [145] (1]

(3) A4 b A4 vk

A ZNRFLFY TAT7

BIE, ARTREAAVRFLF 77 72 MDS ICHE S BEIMICH LCTRIBEIG L 72> T b, Z~0K
IFVvTATZ i) AnKzF v (EPO) ©7F I /% &gy 5 2 1o X Y Rl % itk <
& 7- ESA <, EPO ®AICHETH o 7ML T2 L 72 o 72 [146]. 1K) 22 MDS o #Ifil
TIE, HGHTE EPO BB AMEWH] (500mIU/mL BAF), FRiLERERIE DD 7 wFlicFoitEssEe &
INTH Y, E@iflo BHECEIIKAFOBIRICER L E2 b b, WA TIRHE 1R 240 g 2 THRE L,
RITIE U CGEHERER T 5. A S S L 7= E R E ARG <X, PSS Low/Int-1 TIiLiEH EPO &
J& 500mIU/mL LA F o#gilfifk?F MDS 52 ikt LT 60, 120, 240 u g/week D %G1 &, 1
Z3 64.7%, 44.4%, 66.7%ICHRIMEDIRD 25580 b /z[147]. AR F v T A7 7 DFERERIZ
g cd 2 L Pl 528, fEE~OKLG I CRERAEER b D O TE Y, R
BonmofliciBRe ki s 2 2 & 3BT 2 08235 2. A DS L 72K C IR A 26~
16 EZBzCoKEGIFEINTES T, KEDNCCN 74 F74 Tl 6-8ETHMRHEEET L &I
725> Tw3%. EPO+G-CSF %A% IPSS Low, Int-1 %l & L 7= MDS SEfic 51T IR I 2
EH 20D DD T HREWE ST D L) BITHIIEITHE RS H 5 53[148, 149], BN TIE ANV RF L
FYTNT 7 OMRE D 5720 D G-CSF OEHIIRBGEIGIHCTH 5. &Y X7 MDS ~D #4513
Baxhizwv, 350, o EWEEH L OBIC O W TERIER CRLM T L Thian, kT
1, EECEEG ATV a— (500pg Q3W) BAH L 1357 5 b O @, IPSS Low/Int-1 @ MDS i<
TEENRELT VT A7 7 Ol EHES R & RMBKRRICSE 3 7 v & 2 bilific X v EFH
n<Tw3[150] [Ib, A).

B. luspatercept

luspatercept [HIERNT 7 Fev w72 —Le bpfErn7 Y v Fe e ofaERTH Y, HE
LR F-11 (GDF-11) %2+ 9 v 7332 ¢ C TGF- ¥ 7 F ARz HEL, HRILERD K% (et
THILIREINTWS, P2 MBIl EPO (KEFI, BRAREREZFERNE G & O SF3B1 25 S5 1%:H
ICEMUGEERN R T &R T [32], 5 3 MHEERTIZK Y 22 MDS v CERRSEZFERIE I
O SF3B1 ZERGHEGIA N R & - 72[31]. 77w +REE (13%, 10/76 ) i<k L ClmmIEkErEa (8
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HEFLAE) 23 38% (58/153 fi) L HEICHE 2> 7= (P<0.001). luspatercept & KEICHWTITRKA
MDS D& L T FDA ICKGE S T 223, AFRIC BT L ZRBUEISI CH 5.

C. G-CSF

TR ERIEA 0 Ll (500/ w L BAT) 1cxf3° % G-CSF D T 51C X 2 BGYE D FRAZh R I3 HEL L
TELT, BARL LAHRHEEI LR, Lo L, BRYYEIFFRRICIE, Sweet iEMERE R OB LD L
Qo ZzNb & 208, FoEOPUAEAIL & bic G-CSF ofiff a#o b 5[151] [1v, Cl.

2. SePEIGIRE

HARREAMICE W TEICEBmI NS ATG 3 LLIFY 7 v AR Y Vi X 2 REGIRESKY =7
# MDS BRI ICH L CHEMITH B Z 03B 5 (PREGEISH. 7272 L BEFRKZ I TR WAhEE -
). FRCTHARREAIN & OBERIHIC S 72 2 BRI RA BT N S,

[ BB T 13, MERBREIC 5 L WRIE O & b i\ 65 LA F OB IC, © 7 12K ) v 4mg/kg
DR G X 2 LA G 72 © L 2R E T w 3 [152] (REREIGHE. 7272 L 3EFRR S T
WZRWRHEE < B [, B). KIGHID% 13y 7 a2 R Y AREETH b, EIESICRE S HlE, EH,
AN R TR LI X B HARRGSE L TE R 7 B S O AE(LICHE 2 T 5. Y7 AR Y v LR
WA ERERDE S WD, K2 513 ATG 503 ATG & v 27 u xR v & ofHH OGRS #E
ENTW3[153,154] (BREEEIGHL. 7272 L BFAGE S LT e Wahee - 253 [1Ib, B]. MDS icxf3
% R IIdlEE O %R IE, #F, HLA-DRIS OFTE, BHECER & BhES 2 & v ) i [155], @&
JEikic X 5 PNH 7 o — v o fefE (0.003%L4 1) L HEICE#ET 2 & o235 v [156] [, B), <
5 L7z b oHAEARRMAI L DEREFOMK Y X7 MDS ICHR2EH 5 L Hiffan .

3. FWpIEEk

LY NI FIE5 FREEERO XK (del (5q) 2H T2 MDS icxf L CENTH REEH & 72> T
B, RIMEREMILER B L OMIGEE A RS CcE 2. DNA A FALIIERCTH 2 7H
F ¥ VIZJEA < MDS 2RI RSS2 B 5 23, —RE IR O E LR L2 ER T 5 &, KY X7
TRHEELBECORTIEENS.

1 vFIYFIF

LU P FEYHY <A FEBERO G (immunomodulatory drugs) @& >TH Y, H¥ 7k
HMEM BT 23/TH 5. KY 227 MDS OEIMICH L THHW 4, FRIMERGE O SGERN R 55
» b B[27,157]. Fric del (5q) AT 3 IPSS Low/Int-1 D FRIMEREIIAKEE MDS 125} L T D FRIIEk
AEIMEHERN R 133 L <, 76%1C 50%LA L O#Il B ERN R 2R 4T 2 [27], FfEi© 5.4g/dL D~
T/ VDO LR EZRL,EE (67%) I[CHIIKED» O DBERA LS, X O ICHIIGEE LR RS
73% IR T 41, 45% DHICIMIRGER AR D & b T2 [Ib, B). BN D 11 flz x5 e Lz
FFEHCIX, BMoLE I 2HNICERD b, WKL 5 Fld 5 IR L, ~E7 vy EROD
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HigfiE i 6.0g/dL TH o7z [158]. MIHEHR A 5E 4 TR 1L FEMm ATRE 10 filHh 3 Flicild b7z, del
(5q) B MDS o&Micx+2LF Y F I FoBRIa S IMHRAR T I X T 328, IPSS
Low/Int-1 ZXR L LT3 L b Ho TEFROUEIRINTARW[159]. FRCKTI, 5q-iF
EFELASL D ESA 4T ED MDS icx LT, L) F I FEFIE LY F I F e EPO ®HIGH O R %
Wl 2 s EE n, LY F 3 FEFIT23.1%,0F Y F 3 F & EPO Dfff < 39.4%0 kinEkiE
Mo RS HHE T T 5 [160].

EN Tl 2010 £EiC del (5q) % fE5 MDS ichf L TEZE IR Tw3 (FREAL 77 1) 285, ENTIE
del(5q) % H 3% MDS DfiEfilix% < i£7>[30]. ENTAFI DG IC IPSS Y 2 7 B3 2 HlfRIZ 72 v
B, ENEDOHERTA F 74 vhbAThH, BREE TOERK LI IPSS Low/Int-1 222 del (5q) G144
X LCTHGW 08 L # 2 5N 5([137, 143]. 1 H 10mg % 21 HEIWARL, 7 HREHAKSES 2 %59
A7 NEGEYRT, MBI, BEEER, R EEES E A ERR T, FHCMBRBA T Uit
CE B, AFHRER, M/MREGED OREICE > CLF ) FIFOHEBLRLVEHEITLILICh>T03.
7, BEEINLF Y FI PO 80%LA B3R RS LCRPIcHREtE s L kY, BREICK S
HEEFAGHSSETH L, X5, LFYFIFEHY P~ FOFEARTH Y, BIPRBRCHETENT
BRDOND I LHD, b MCBWTHEFPUELBREINDG., ZO720EEIA FEEES 1 FOX
HCOHEBLEANERL2LECTHY, L7 7 I Fi#EIEEMTFIE: htps://www.revmate-
japan.jp/ver6/professional/pdf/RevMate_Management_v6.2.pdf | (RevMate, L 7 X 4 ) DESFHK
HDHNTWE (L7 T3 FEfcE).

(2) THeFIv

THFYY (B L —9) i DNA X FUHEEO O & O T, WKk Zfv ThAEICE »
THAEREIN, MDS ICxT 2iHEEE LTHWONS X ) ICh o7z, AHliZ RNA, DNA Ojifi 7 12H
DilEN 57, RNAfRHE L DNA X FAAUHEFIC L o TR EZFE S 5. {KY 27 MDS icxf L
TlE, THFLF Y v IZMEREIESI R 2 B L v 5528, 550 3 MEREES I RER 2> —#
Wchby, MEBECEIER%Z S 2 L dREich s, 7THFYFYVE, BiboXricm) =2y
FEMDS B W CIRAEFHRERENEEZ b 725328, K) R 7HTIIZ0 X 5 2R EMF Ik,
ESA #IFIEH o /R BRI %2/ 3 2{KY 227 MDS IR LC, 7H ¥ F ¥ v ZiBMT 22 HANC
10 Bz 2HNE 2 MR DR ICHE VT Y, THLF IV oMBIRREN T, WmMIHRE2ER L T
b ZANHARIE IR I CH 2 Z L s X T w3 [161]. [FAIEEIC, ESA SHIAIE O 77 Mk Mk 77
EHTBHEY 22 MDS IR LT, 7H>F2 v 75 mg/m2D 5 HREHS O ERIEZ 2FM L 7255 2 #HE
BRcd 47% IR ESGE % R 7228, 32 flF 4 Flic RIASEC 220 Th b [162], ZoFFICHT 2T
PO F O VIRIEFICEEICHNIRETHZLEDLET 22800, AR TIE, 2000 £ 1 H~2016
12 HICRIBARE 3 X OBE 9 fligk (X Y 2 2 MDS & 2 & hu7z 489 FEGIIC R 2 55N 7 ik
fERT DRER, T TV VIREREE, 2 S ORERE & R T ER IR R ERK TR Db DD
2L AL DIEFICRIAEFEIGF O N o 2 L HE T LT3 [163].
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THF Y VIFHATIZIL L MDS 2~ A[RETH % 25, IFBRELE 5% K DK Y 2 27 HEAER]
IS B BRIC IS &2 HEICHIBT S 2 05 5. KAID garded Y EOFEFEFRR L L CHEMNERKGER
(CB VT 81.2% DA IR & 64.2% D IVIMRIRD 23 S TH Y [164], HFRICX > ThAR LD
—iE P I BRI DAL S 2 & & 2R TEICE TN 5 72, EATICER L Tld 0 G s 2T
H5 (FmI)RA7DHESHR).

4. &M

HBiRE 51C MDS ORRIEA3WIFRFC & 2 ARGE LGB EO A TH Y, & DRI 2 [FIfHE MR
JUBEDORET b e T NT w5, RETOIT O FiE 2 7SR O figfr <k, IPSS Y X2 Low, Int-1
DIEFNIFHADEIT L T O OBMEDIZ ) BALET L v InTEH Y, Z officnd 2 [FfHE merHies
RSB S T B T3 2 BB D 5 [165]. —M%ICiE, V 2 7 OB F 72 1B L2 B 250G, =
DERMAKTEB], #0IR USED A o2, S IIHIEE 7 130 DIGHE IS H B 5 178 il 23 F]
G MEEAE O & 72 5. BIEOIEITICH - - CTld, BEFH, 25KE, FJ-—L o HLA @
BHELREOHEL, BEOREZTDICHBL I LBEAARTHE Z LIV TR, Tb DM,
Zii 72T BEHEDRDHTDH, 55w F T HLA —EFERAGE O W 2 8561E, HHEETX Y EWRIIEFR
DG TN T w5 [166]. HLA —JEAEGIEMGE B & Cid, RIEFEIL 10%REKRT 52
ZEDHILNTWA. 34 0OS 1%, HLA —2fifx 44%, HLA8/8 FE—#3E Mk 39%, HLA7/8 Hi—
BOERMA 29%TH % [167]. BHEATLE IFHERN RS DAL 223, 50~55zHLXL LTZh
%z T ER S, EIE SR E RS TR I 2 AOHEZ A T A HIC 0 L CIasEE 2 855 L 72 BlLE
% H 72 S IMEHIAaME (reduced-intensity stem cell transplantation : RIST) #& &3 % [168]. %7z,
HLA 2 BELL EREAIGE 2 N — & L7 BhE, WERgiEs BRI n 25605 5 [138].

4) @) A7 A BRI BUE

E# s PSS T Int-2 X O High 4§, IPSS-R < High & X U Very high ®2f}l# X UF Intermediate
D—HR

WHO 7% (2017 &GETHR) TTPHAREEAREZ £F> MDS-EB-1, MDS-EB-2 @ K523 Z OFf I
5. ZORECIREEHNE, FHICFERZ CE Ml o IctE S HRAEIRS A DN S Z L AH Y, IMEK
R HIH~DHER Y 2 7 5355 <, SKFHREO A IC X 2 BB TOFRIZARTH 5. L7zh > T,
BRI ia s < & 3 MG Ml s Tl RE ch L, Al LTI z2Ee e T 2
o koonsg, @Y RAZFEMDS O PHREZRET S 2 LARIN TV REYEHE L L CIBET ¥
FYVOARPMRBHEICTH D, BHHOEIS L 720 R WIEFIICN T 210, b LB co2>RED
BRE L GERI NG,
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L. & el i e

55 A D ¥ C, HLA ME1) 1 EAEELIN O Mg F - — 23 FE L, [FEEBHEICH 2 5h 2 25
IREE D RAT 2 fEH] 23 F RS MEEBE MO D L WiEIcTH 5[169,170] [1Ta, B). [FifHE eI
HOFHRARKT & LT, PRARROEEYR, SHEFRILRSEmGC &, 2l o BiEE <o HiH s
RwZ b, BoUCIERMEH T b TwB (165, 171, 172], BliEE copEEa v b r— L HELSLC
DAL EFRE D BRIC DO W TIIHEZ L T [173]. MR I P — #2377 L 72 W& 133k
BEMBME LT3 528 [, B), JEMEFF—Da—T 4 42— P CREEVWRKEZET 22228350,
ot D Filti £ <O % CRFHED A TGS 5 2 L IZRFICHEE L 72 5. B ZARN 2561,
alternative donor & L CTHEIFILANEIR I NE 2 & b H 3 [174]. BASEIMMIERET — &2 v X =025 D
i Tld,16 A Lo MDS (23 2 Ik [ Rl E R A - A & el e haie © 5 F4ERR
%% 48.9%, 48.5%, FEIMfkHE HIF BRI C 1% 46.6%, G I CIX 42.8% TH % [175]. AYA
RcixFEBNEEZ D 3 FRAEHFFED 71.2% Th -72[176]. HLA —3uifk F F - B X xwihs,
A HLA2 A EASEA RSB Z 1T 5 & & CENZ BRSO NS 2L b MG IR T2
[177,178]. HLA2 ML FAGE G IR BRI AERTIFSERIaEE & L CfTh T & 7223, posttransplant
cyclophosphamide (PTCY) GEICIMER), RAILEICT L LAY X~wT7H A4 E7/0 7Y viERHw5 5k
IC X %5 GVHD FWiEDRFEICHECENTH 2010 FLARESUE IR 2 T 5 (175, 179-184]. MDS
ixi3 % HLA &84 DWW T, The European Group for Blood and Bone Marrow Transplantation
DLYRA MY —%HT, HLA —3([FfE ' F—1414 f§l & posttransplant cyclophosphamide (PTCY) %
G L7 EAEN F—415 Bl b OSRERGE % HB L 72 @i o3 ies ST v 2, 2 47313 58% vs
50% (p<0.001) & HiF BEALICRIFCTH o7z, —F, 2 FREHOEFEHEIT 29% vs 23% (p=0.016) & H
KL, —RAEBEARRIE 2% vs 10% (p<0.001) & #E 3% 52> 7. Grade 2-4 D AME GVHD D FRAEHR
ICHEZ 1372 < (21% vs 24% (p=0.3)), ¥ GVHD (% 44% vs 32% (p<0.001) & #2& CTHRAEE MK D> -
7= [185].

MDS 25Elin & IC% WIRETH 5 Z & 225, 55 A TH BRI ATLIE % FH v 72 RIS i el i B
DEIEAATRE R BF IR ST 325, 55 bl E 65 kil o B < HLA —3(FlE ¥ - — %267 2 &
PERE DR 7z 72 BF I IE RIST A3 54T 5 [186, 187]. BAll LERAEHRIZI S 5 Tld 7\ 23,
CIBMTR D T 2020 FFIChEfT & 7z ARSI O 27%72° 65 LA EDIEFITH v, ik & .l
IZ 70 FELA LRG]S RN L 5255 % [138] [188-190]. RIST i &1 2 BiHAT L AL O L EHE, &
FERTALIE, GVHD PRiik7Za s, RIFROFEIZL b DD, 0T ORI OEREIBIFFE 2.
Bk D7 o F 2V H B\ IFEN L ERE 2 RS EOATHRR L LTT I BRICOWTIE, 7HF
VG O BRERAE 1R LA ER L A CH o 72 L ORED B 5 H3[191-193], L 2R A3
Bick &E 270150 ICi3HO A ic o Tz, —HENO T — X T, ALsHEakIc X 2 Eipg
ANBRE ARG O L RUBEICHF LS L i o L OWMEL H 5 [194]. TH > F ¥ v i%Gick b SD B
LEoTHTONTGEPD 0% X RIEMIHEO PERARE & v HE D H Y [195], F I —HEfE
EHEOETOOREDHRL LTV F Y vikGEIFEINs eE 26N [Ila B).
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2.7 F TV

EYRZHICHN L TDNA XAFMUBEEE TV F L v TPRENGET L2 LRI NTE Y, [FAffE
MEFHIIEAE 2 R & e Wl LT, T FT7HFCF YV Ic X 2HEZRA 5. B T#81Z DNA
MY VEIED A FAbIC X o T X N B A5, MDS Tld% L DG T8 A F LR T TE Y, &
BIEED 2 FAALBHEIC X ) SHDRERE NS 2 LI X Y IEERIEA IS E n 5.

KEICH T BT F Vv & THEED BGEE <13, AIKLEZES S, WM %ZEE L, QOL %
WET 2 EBME I NA[196]. X 50T, BERICE T 37 ) 22 MDS 25t & L 7-lH iGH Goipgg
&, AR RACAREE, AR L o 3HEGERIC S VT h, EFHRI0ER (245 2 H vs15
2»H, p=0.0001), HIFHLE COBMDEREN78 22H vs 11.5 22 H, p<0.0001)25RE N7, &) =
27 MDS 1cxf 3 2 BB L LCTHF v F Y v o CHATH 5 2 L AR & z[197]. EWNERR
HEx (1/1HM) DFiETlE, IPSS Int-2/High @ 30 flickf L <A EhTE Y, WTFRORETH IR
AR 13.3%, BHEMEIE 6.7% TH Y, AbET 20%DEMAFLN TS ([164]. F7z,
MIEAEHIERE 1E %2 L E N 46.2%, 53.3%TH - 7=.

THYF YV IIREBNREEE L CoREEESHaEsEficE kv ) 22 MDSflcik 3%
JEINDIREBFEELEZONS. Tomg/m*% 1 H 1 MK TED L IFmEeEc <7 HEEH S L,
Tk 28 HY A 7 TR VIRT. KFIOFEMEIRA 25%0fT 4 a—XRICHHTLbLINTE
D, HL L REEOHMEBELHERRE T E, Pl d 4~6 a—R ML 25 L ICHMEZ
Wi 2 LB D 5. AN ARIEEL LD RKIGH S - 2Pl TIITE 3 TRAEEGET 3189 8L
LEZbNTWS [143] [198]. 7H v F Vv Ic ko CT—EDHEGTHEFIAHZ L WI LAY
T VAR,

THFLF YV ORERRE L CRIMEKBAESERICA S, ENRBCIRIFHERFIAE (88.7%), M
MERFAE (84.9%), IM/IMIIFAE (86.8%), ~F 7 v vifE (73.6%) 3t I T3, K
Wb o & LTERMEET v F—v 2 (WEERBEERT) 25 2 (ENRBRTOME IZ7R\)., ik
WREDTREE, BRHAE (M E AR O BIE .« $IRIL A 2 0471 X 2 EREEHE AR 12 X o> T
S5BOHFMHBVETH 5 (FAIELZSIR).

3. LR

Y A7 O, FRCEEGIcREREE, PS, BRI & o PHRARKT 28 0 Wl T ik
PEEICNT 2 RUGHEA K & IR T w323, EIRICE - CTHLyEiko nic X 3 SR IR I35
[199]. fLREED HIC X 2 BIAGFIZIRL TH L hv & E 2 5N1[199,200], {L2Hgikia 7+ 59
IR LG - A OSEICRE NS, 5 22 MDS S L -C i &g Ak & (%] & g A
kxR L 2 EN ORI & KTk, ERRCRENERENEEHEIEP 72 ICb bbb
(64.7% vs43.9%), 2 F2AEFLETIHIZIEAETH 572 (28.1% vs26.0%) [201]. MDS 123 21t
IR O WIS T AEG (TS 5 [TV, C).
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nE, ZEL LT, HAGM - GEHIERE SR X 2 BRERIERUERRE (A 15 2 S
WHAFFA4vhn, VRZHIOBMEEIGZE 25 & LTRd[138].

25 HAGEI - SIEHEEY ST A F I 4 vick 32 MDS icxl3 2 BAEEG (Boky)

Jiff i 1ML "4/
(1) de novo HLA #E& HLA-allele 1 JEA& D
HLA j# {5 [FIfd
MDSIPSS EIRIIEES FEImf 1/
HLA 1 $LsA & i ™
Low CO CO Dev
Intermediate-1 ™ CO CO Dev
Intermediate-2 S S CO/S ™
High S S CO/S ™
i I 3/
HLA j#E & HLA-allele 1 JAE £ D
IPSS-R HLA j# & R
FE I FEIm ™/
HLA 1 UsiA@E & i ™
Very low ™! CO CO Dev
Low CO CO Dev
Intermediate CO/S CO/S CO
High S S CO/S ™
Very high S S CO/S ™
(2) BHEEE MDS
i I 3/
HLA & HLA # ¢ HLA-allele 1 FEAE & D
[ i E s FEIMmA 4/
HLA 1 JUlsA@E & i ™
S S CO

S: standard of care FEAHDMRMEIRIECTH %
CO: clinical option JEFNIC X W BHEZERE L T L
Dev: developmental BiFH TH 0 ERHAERE L CTEMIT ETH S
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*1 BRI 258 B CRIILICARTEE D S 2, £ 7213, EERYYER IO V) 2 7 BEWIiGE 3B % &
FERY

*2IPSS-Rintermediate (3 low (SEWATREME MG & T 0, AT S B OMGTFRE T H 2 IPSS-
RT@X:TS%HL%mmmwmekLXZT45§ML%M@&LTW5ﬁﬁﬁﬂHMHmmml
Working Group for the Prognosis of MDS @ 7,212 % @ i MDS O&atciE, IPSS-R D227 3.5
1% cut-off fi & LT, low & high @ 2 BICHHHT 2 & TREECHIBEOHBICHERTH 3 & OWRiEH
» % [120].

*3 WEHFIMASAE I B U I3 MERTTARE B 4G, CD34 PRI e &1 X 0 #2372 %

*4 Myeloablative conditioning 12 X 5 7 MASHE 13 HLA7/8 & o JEMLEE RE BERAE, & 5 13 HLAL
JEAS A AR RS A RS & [R1%5C & % . Reduced intensity conditioning i X 2 [ ARG D B 12 A
HBTH 32, HERODRGCERI© oMM, 13208l — R ICVCHT 2 kig 2oz 3.

B10E REROMEL IEREE

MDS DHfFFEIL, & - 77 LR - GERE R A BB, LA TE Y, REOHES D ALNT
W3, LaL, BBk 2 NEHAMFET 2720, COHETEARMEN L FRoBEYE B2
feE Cik_7-X 51, MDS B%HEARELXEDEEHTH 272010, SHBREORIHAIEDICON
T, JREBOSH - B ORI T2 b0 L Bbh s, MDS Ao g mpEEER & LT ICUS,
IDUS, CHIP, CCUS 232815 5412 28[143], RS & ofERlE, Ytk ntr - B T sEA
FHED ., BHio BIEROME S EE a5 E# % R 9. B OHBICBE L Ttz 2 X FEMN 2 fgiE
REANTHHENH S, Tz (7, BEFR] CEHlICHEH SN Tw 3Rk A Y v P HEOM 1L, 2
Wrc b2 BEEARELEZON, a vy P ROEIAETNS. BEHOHESLTERDOH 7 v b
FEC DO THMKEOHED BB ERICHON S T & BRI LRI T3 [12], KB
MDS T3 Z 1L D MDS 12 e~ 17K 255 <, AML ~DMEE LKA —T5, 50 bl i Esif
BICEBHEDW A BT L ERLTZ[36]. THRLERDERE, HEHILD &0, AA &0 - HIREER
LDV TH I L 2REEESE TN S, FEREIC K 3 EBMA2OREIESED < & T, Sl
FEOBICORELI N2 T e BEEND. AHFRIENTD 2021 FICT —F v Z L —TRB7H B o
TWw3,
MDS D F# FHllic 2Tl 2012 41 IPSS-R A28 X i < v 5 0Ty 3. IPSS-R Tl IMERIR D,
BP0 FROE G, PEEREED LICTHEZTAR 2, 2 ICEETFEFOFRIE TR ICE
INTwhdrot. 2D, SFIBI%SDAT 74y v JBEEIRT, TET2ZREDI s ) LAlfiiEx
T, ae—v VEAEEEET, TP53% O DNA BEICED 28 I5 TR EOLERE T4 L MHET 2 & #
HINTW2[63,73,75,88]. & HICHEFEREIR TIENT & F Vo 7 KEUBEHTIC b & O %, TPSS-R ICEIR
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FA %M A 7= IPSS-molecular DHEE D X7z [8]. EHN T & MERNES; I 3 2 BE TS MRED
BT TN TE Y, [EEA & FERRICERKCEM & 72 2 Rl2E RnweE 2 65, HAIL
WESTHEMBEET ) LBREHTA K74 VR EINTWw5[202]. IPSS-molecular @ & 5 IKE{EF
BET 2 M A T FERTINICHE D%, ) X7 PREBICE D W GRS SR I N 5,

Whole genome/ exome sequencing 12 & % MDS I 51} 2 Bn AR JRERITOWMELTTA TS,
TP53 D% 53 MDS @ 15-30%I1C A b, % < 13 5q-H 5\ i3 5 FROMRRE, 7THEROARERE L&D
BEHEMNZ R LIERICTBRARCTH L. 20 TPS3RE X CHIP ThiBI N2 355, TPS3D
F7 VARG REEWG O PRIGEL, Wl7 L AZRE 383 2 LRI T 5, AR EZ[E
FEfSHE < b B=h 38 OIRELEIRHE T H 5 [75]. DDX41 13 KIEEFHEEES O R KEETo—> &
LT 2017 £ WHO ZFHNETH 4 IRCRE N T w528, ZoBRIMHMIRER*H T 2EF <D,
AML/MDS D FEHiE 13 H 9l 65 ik & SGEMERS & L Tl Sl FSiE CHEN PR IZRIFCH 5 T & 3R
CdH 5[203]. 5D H L RIERK D MDS OFEEST SN2 R0 S 5.

LU NI BT 5 5q—fEMRAEP, SEHIGIRL =S % & 5 PNH BUMERGEDOK Y 2 2
MDS 7z &, FEERNLEROMENRINZBERLEDH Y, cnboffoFE Pl X7 4013 MDS 4
RICt 3 2 B R PR TS A T L L1300 TE 2 2 %D H 5 (27, 156]. BREDHRMEIL D TR
BHRTELTOEBRLEHWORIE - BRIEREDHEICOWT Y, SHROBRFI T VHEICR S Z &Y
F12[37,204, 205]. MDS Diafs L OFHRiED I Cld, FEIME TR I T 2 EHIBHAT
FEACE s — R (drug lag) <, “AHVICIZENESTHER S a3 6 b HOEAICE > T
BT —ARL L HbNS. FrYRKRLF VZEREEEHIC O VTR 3 HGER T YT ERIE N 23
WO LN TR FIEIC R o2 DD, 74w =T v 7 TEAEEMEMFRRER IEEAE R o
7-[206]. BIFEMBRIAAD % 5 (K Y 2 7 MDS %ZXfRIC eltrombopag % FV: 7255 2 #HEAER N EIN < b
Tt H % (NCT04797000). BH:&AImicxt L TEWN TH #HE D Hypoxia-Inducible Factor Prolyl
Hydroxylase (HIF-PH) FHEA 23K CTHGE X LT\ % . HIF [HEA|TH % roxadustat ® MDS 129
B4 25 3 tHRER 2 H & & 172[207]. KV 227 MDS 1o 5 &ilitic it LT TGE-B#ER D FHE 3£
T® % luspatercept #E1H DNA X FUALRAEHE S NCCN #4 F 74 v THERR S v 5 [143].
BERBRER AL Tl ® 2 23, 5q— ZfEb 7R WK Y X 7 MDS O&EIMIC K L C b 7R ik il 3 A 1 5
NEoEGae, iFL ) AuRzF v (EPO) R EED D R IIGEE O IR B HIFF Lic  wWiGd
DIRFEE LT, 5% LF U F I FPERKO—D2 & 2[Rt H 5. KY X2 MDS icB1J 57 H
FYVIEEY A2 MDS & 3E, £ ORECREMIEIS & 7 3 EROESUT 5 OMGTERETH 5.
T F VAN BD B3R G- TR OBEEFNCN T S IRRIIRBRORETH 5. TH L F Y VIERDIA
BRI O ICH 72 0 . IRFES IR O b T 2.

EN T luspatercepet, #£H DNA A FUAUHERE, v 2 b VT & F A ACEESEFHE 3 o B RGUER 23
T TdH 5. IDH-1/2 [HESE, PLK-1HESE, X774 v v ZFRFHER R &b oL cERRAER25E A
TW3, RicHEshRibEE st T 27201, 2hboRF DMK EZHEET 2 ¥ I 3.
BHEICBAL Cid, U R 7 Rl OBHEE)S, BiED 2 4 1 v 7, BT oL iaiEEic X 2 B ERE O 25,
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HPLE DL L, % ORMERRERO T ERIN TS, BfED MDS IZh 3 2 IRAK) e ME— DIk
WIXFEBAETH 5. SCRIRE IRSGE S NIRRT RE 2 Pl LIRIZ B2 ) 205 5 [189]. 72T
O ERED NN FF— Y — 2 DR D BEINS 2 & PRI 5. BUEBHEE T bridging & LT
{b2gfgéik & DNA A F LRSS % it L 72 RCT 23f7hbiTw % (NCT01812252). #Af{#%® DNA
AFMALHEROGHMES SR N ICI N BED D 5.
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