BRI RE S S RGN g %
(MDS-EB) 2J7 {5’
(2022 4E48)

—. A

FEER A Y 2 A4F (myelodysplastic syndromes,
MDS ) J& — 4 A2 JR T 3& o F 40 fe iy 7 B Ml & 0 MR
A sMAERAERE, AN LRGED . H g M i 4
fw D, B fem 2 A B (acute myelogenous
leukemia, AML) #&4b.

MDS (915 Wi 5 o A A7 v B 1982 4 | FAB 1 1E 418 K # oL
Lk, kit 40 £ B A4 B R, Hia%E. H+ MDS
PB4 £ (myelodysplastic syndromes with excess
blasts, MDS-EB) T A Z &8+ Rk S%~19%, &
Hof A AML 34k B RS9 — 4R

=\ ZEEARFIN A

(—) &ZRIFI.

MDS AZREHEAY (2~12) /105, HEEFEH
(0.23~1.51) /10 /. MDS & Jig 3R i 2 ¥ 38 K T 38, 80%
RIFERAT 05, BHLTom, BEFH>T05 A%
B MDS KR, B 33.9/10 5, LM 18/10 F; LK
FMDS B G Ltk 1.8 1,

(=) BAREI.
MDS-EB fyils R L4518, UAamAMmd £, &
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HAB . Wi RORRR, THEAEMA, FEEHA
HEHEEE LR, BAREL40%, HoBEHELIREN
A e, B ERERE LT,

(=) #Ekht,

MDS % Wik #i T 2 F LI E M MBE AW R A, H A
BB TR R BT A o A 40 3R AF A U BOR R MDS 5 T

u)%ﬁ”ﬂﬁﬁ~m5%%%%m%@%%H%%$
FREMN 2K REABLANERERLE Y. R
ST 0 2 A 1A (EB-1) 4 B8 X & HUk th J7 46 20t ;
28 (EB-1) AH%ERFEFAERLAZF Z & X0 E%E4H
M, WHAZF R 2K N AW A4 F 40 khrdaf. A H MDS &
H, RS AR R B 48R B LB > 10%, Bl MDS
BRI TE MK E T HOOR SR 2 e, HE U
Yeomf i EEBRE S B EHE SR 1/3 L b3,
(2) BHEERME: PrA M4 MDS By B H B AT &
fivEAy, MEAERHE LR#IT, KEADT L.5cen, HH#EE
o 48 HE 5 0 AT AT B T HE BR At VT A - B 46 B D o I &R
Rk, AREEFHAMEARE. EXAREE. RibH
MEHR. BRAENBEER B ERESSEERER. K5
4 MDS #y B R AT Gomori 4R Ze8 fn LA stk 4L, % AW
i As &+ CD34. MPO. GPA. CD61. CD42. CD68. CD20
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Fa CD3,

(3) FEARZB AT P& 5 MDS ty B 2 2 b #47
e AGALN, BEFM 20 MEHARNFRIHEL,
FHAL B (N K% 7 B Frar & 4k d] (ISCN) 2013% #H4T
MRIFEIR . 40% ~ 60%Eh MDS B B A AL L ER T %,
e pl+8, ~7/del (7q) . del (20q) . =5/del (5q) #n-Y
A% . MDS B % WM R emrEd, HaEaomM
f: OF ek E: -1/del (7q); del (5q); (i17q)
/t (17p) ; -13/del (13q) ; del (11q) ; del (12p) /t
(12p) ; del (9q) ; idic (X) (ql3) . QFHLEKRR
#. (t11;16) (q23.3;p13.3); (t3;21) (q26.2;q22.1);
(t1;3) (p36.3;q21.2); (t2;11) (p21;q23.3); inv
(3) (q21.3;q26.2) /t (3;3) (q21.3;926.2); (t6;9)
(p23;934.1) . mW+8. del (20q) Fo-Y JF ¥ WL F F A [E 4%
Mgt R o 2B R D R . B AF RA R (1 R
% ZMMEE E A <10%) . (8 [E] B LA 41 o e
D Hy B, oAb B ELA MDS WY UME B 2 3 A R
R W MDS kKA (MDS-U) .

2. HH M IE .

(1) KA I A: B F S MDS & L7 % 1 4
EHF A HATHK N R AL 42 & ( fluorescence in situ
hybridization, FISH) #&l, ¥ 4% & #/ MDS & 3 40 i 35t
TERE R R, Hik, U MDS &, FH TH. L+ #
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ARE PREFREEZR A0 F S RE <20 Mo, U
AT FISH e ll, 38 % ¥R4EF M@ $E: 531, CEPT7. 7q31. CEPS,
20q. CEPY #u TP53,

(2) FHRAEHEAME: BEaw L MDS £FFHEH
FEmERFEHE. dTHZ DB & RS 53
AR T RN B, A BRI R A e AR 2 R
# F MDS W7, (BT X 48 i AR xt T MDS &9 T J& 2 B A R A
2.

(3) ZERZWMN: FH—REENFHEATUELK
ZHMDS EEFREED I ANEERE. MDS % WHERE R R
41,%5 TET2. RUNX1. ASXL1. DNMT3A. EZH2. SF3B1 &. 4
FE By R ADR A 3T MDS 8y K754 W A fe Fe o B o A —
WAE, EEENEBAMNTTE, #F5: TP53. TET2. DNMT3A.
IDH1/2. EZH2. ASXL1. SRSF2. RUNX1. U2AF1. SETBPI %,

(v9) FHiARA.

JB 4 4 o 3 % = MDS—EB % E W Wi Ao -

1.MDS-EB-1: F#f 5% ~ 9% 4N M 2% ~ 4%, T Auer /)

2. MDS-EB-2: &% 10% ~ 19%3% 4ME i 5% ~ 19%2% 4 Auer
/MK

(&) WES &,

MDS B ¥R ESERGAHEERTE T4 R 4

(international prognostic score system, IPSS) . WHO
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SR FE R 9 % % (WHO adapted prognostic scoring
system, WPSS) FFiT® E r WM E R 4 2 4t ( revised
international prognostic scoring system, IPSS-R) .
AN, ZH1E s E % (MD Anderson Cancer Center, MDACC
FERGRTERAEESHN, RINTFR. KBRS FE
ZH

1. IPSS: 1PSS /& 4% 1997 | <2, MIEUT 34
&7 T BRG] . o dm BIR D e AR JE A B
Fi R 18 AR, B B R 46 40 A 5% ~ 10% (EB-1) R4~ 0. 5 4,
HEE G M 11% ~20% (BB-2) 4 1.5 4.

2. WPSS: 2007 44| &, 2L 40 iF RBUK sk L 3 AT
BRENE, CTHEREEDRAG, AT G2
MDS BN B R AE. 2011 T8 WPSS B P 4 4 ¥
PR U8 T 0 2 40 e AR OB ROR M 21 B K F, WPSS 1B
— AN EEESENITN RS, AR FRAE T O A
He AT, FHRE LG40 5%~ 10% (EB-1) R4 2 2,
B R AE 4 AE 11% ~ 20% (EB-2) 4~ 3 4,

3. IPSS-R: IPSS-R /& i A & MDS Hja P&ty
AR E, & MDS FiE E Fs TAE4 74 2012 4 xf IPSS Hljm it
FERAGITHRFTREA, EXFTENIFERATARMR T
IPSS. WPSS. 2% < B & B 440 < SRR 1 4, B8R 46 4
2 5% ~10% (EB1) R4 2 4, H#EJEwm4aH > 10% (EB-2)
W3, AW, IPSSR WHEFRE., HFETHEESE
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ERFHEI AR AR EFRA R B, H
fn LA M T e B X E R A ST, a2 40 i oy dan ot
K. XERL, FAREARRTRANTEMENTE
A

=. AfT

MDS Jg 7Y H AR MDS B W5 o4, R 46844
B REERIL. SRR BT RAEFEHRITE ST, &
BRI HF MDS TG R R R0 A 24 AR AL IPSS
A, Fa-1 4, IPSS-RAMLAELA . [RAA g Al (<
3.5 /), WPSS MR Ak 4L & 41 Ao v B 4L 1Fn gk & /B 4L IPSS
HE-2 . Bad, IPSSREFZA (>3.54) . B
Wom fa 2, WPSS & 4l fuAR & fE 4 1 . MDS-EB [ B & & 4m
PRI o 40 1 R D, BRAREER S A4, Higy B e
ZRmARE. EKAFHEE,

(—) XIF%877.

HFERN KR EEZEOAFAFEARE £ ERE. T MDS-EB
BHETRaERyMt: —AaEmZEg <60g/L SpEA W
PR MRS AT mping. B AEE. PURRER
N FEREM e, EW M EE <80g/L B 45T 440
ML E . M/MRITE <10x 109/L SR E s Bt ey, %
T /MRS E

(=) =¥ ey,

RN EFENGYERE S-FTILEH (azacitidine,
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AZA) Fo 5-R -2 - A M B (decitabine, MTGMIE ).
FHHENGY N TRE AL MDS B, 5 L FiT 4,
& W A2 i 7 4 T PR R 1) AML R B UG, I3 A
.

1. AZA: FEZFENGHE 75 mg/m2x7 H, L TE4H, 28
HA 1A, B AZA BT MDS B, HRRFIENAR
LB AL BT (8] A 3 ANV AR, 47 90%Ia JY A A B A 6 MY
BAWREIRT RN, Fih, $8%F MDS B 8% AZA BT 6
WRRFIRMIETY R, AREH T FEEA.

2. FME: EETFAFE 20 ng/m2x5 H, & 4 F
A 1A, 4% MDS BH XM IEIRN 4~ 6 MY
JERMIE Y R, HBREH SR

(=) fr7,

B e 4L A R R 46 40t 5] 3 MDS-EB A Hi e
BE, WY& FEED THMAEIE (hematopoietic stem
cell transplantation, HSCT) BFWET F A2 —. AR
BUAML A3 0E 3+T B3 7 FRH RS . TRATEZEEN) Z
MR TREFMS B, AAFEMERE (10 ng/m2, &
12 /NBE 1R, BTIES, 14 B ) Ztab b ohm Bl b 40 i 4 9% H)|
BET, IREMAaNERS B AVERNEFALLE
L. T EETRE /A MDS B T AZME TR 40%~
60%, L5 B Rl B 3 2= o R X T # B X
THEANAMLAT A ZE. T 205 EXFEALMIKE.
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(W) )34,

BCL-2 ##7%| [ (Venetoclax (VEN) 1. 4 J& 2 & 4 4|
(BT EE-1WEANEAF) . ORAEE R
Pk B 310 15 7 K CD47 3 S Bk & W AL 0 25 4 72 & /& MDS g
TWIRGRI LR, K KA ¥ f W & MDS-EB &3ty B4k
s .

() FAREE AT mpASH.

FHAFED T A A E (allogeneic hematopoietic
stem cell transplantation, allo-HSCT) & E F"E — 4R

& MDS Wy 5k, ¥ THMRREERRAeMEHE. Fin
GEH R EAEAe & HEE. allo-HSCT WEMIER: O
FH <65 5. BWEHMBUAMS B, QF# <65 5. FAM™
Fm AR . EHAMIEN TRBEEA RIE G F AT
(#1-7. 3q26 EH. TPSIHEER L. ERZA. BERZA)
AR 4 B . 4T allo-HSCT #y MDS-EB B2, 7E4 4
P R Wy 3 A2 o T R R Y B A AL 2 B = Bk A AT
allo-HSCT, B~ KL 1% 7 A8 0y #EAT

PO, FrtAnkEis

E T MDS B fF T4 ( International Working Group,
IWG) 2000 4% H . 2006 F15-37 Wy B fr 50 — Y 24T 7E . MDS
B IE Y R FE LTS 4 KA

(—) BERAEREHARRARAE.

1. T%M: B RIEER<SUEPrA4M A KALE
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W SNEAM: FAGZEME N 0, fiZrEE >110g/L, M kL
B >1.0x10°/L, ifw/hR >100x10"/L.

2. Mg MEAMBIELCAFEED 2ANNA, HAh
AMHLB Teg e (JLETHARYH) , BE#HE
Y 40 LA B IR T IR > 50%, B4 > S%, A~ 8 B 8 40 HE
AR R AT,

3. BB CR: B #E: Fibmf <S%EBOEITRTED > 50%;
SN AL A Rk B MR E R, BLIF] B A

4R RIRF| W RO FREmEEED 8 DL
BRI R AR .

SR e E TR R R, AR F N A e D
A E L E R A AR S S R B T R RN E#E Ry FAB T
A

HR: ARG <S%E: SR8 AR I Am > 500K B 5%
JRag R 5%~ 10%4: B4R 40 fE 3% Am > 50%35 2] 10%; J7 %6 4
AL 10% ~ 20%2: B 464 B3 i > S0%3A B 20%; ANE .
e AL 4 e 3 /N AR A R AR e T > 50%; fnar A
T >20 g/L; fKHidmitn.,

(=) ety 5 R

LRaRM: FERPFHAELELHAE.

2. F A RORL: Fe B AR H 40 Rt )R D > 5 0%,

(=) mRFHE.

LATRRN (BT ATma®EE <110 g/L) @ MmiT&E
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T >15 ¢/L; amfamitmy, SieN ik, &8 AMm
EEZDPRD 4 U gy d ey <90g/L EF a4k
$0E 2 T NN AT 40 B AR E T RO A

2. M /NARUR RE (89 BT AL/NAR <100 x 10°/L) @ J 77 B
f/NAR > 20 % 10°/L &, H3E{E > 30 x 109/L 5t JA < 20 x
109/L B ZE>20x10°/L HEDBE 100%.

3. H R 4B RN (ESY R AL A < 1. 0% 107/L):
B 100%0L s 3t E R E > 0.5x10°/L,

b MK FRERHREREL: ELOATH 1T FHER
2 g B /N AR B R Y R T > 50%, mr & | T > 15
g/L, A L.

(W) HEALGFR=Z.

i ] - 5] % B WHO 4K 8 AR
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B 1
MDS-EB H& W2 W6 J7 i

fEIR. IS, MEM. ik, BEFRGRR. %ﬁiﬁﬁ\
IR PEMIZEST. OERARTHEA. SIERD
MR E. BES=ETEN. HLAKEY

J

BHEEE l | FeitERE
H<65% ®=65%
BRI SRR EEAR

Allo-HSCT HMA(AZATERE)

HMA {57
HMA + SEREVHEH)
ir
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f$ 3% 2:
BRI AE R T A SRR G4 2
(MDS-EB) £¥7¥em (2022 i)

5 HETRA
(Bedt L& 5 )

il

B T, TEE. FEF. ILE. LE. KERE.

M. KEE. TR, FRE. B
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