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1) FREX
2) WFFEFD

o

3. ERARFTR

1) BRARIEIR

2) ¥IEZEHRE

(1) >R4HM

(2) FFRZAE

(3) BEEZFR - AR

(4) RBIMRE

(5) FSAN—EBLFER
(6) TDOMDEEFERE

=]

4. B
1) 2k
2) BRI

5. F&

1) F&

2) FREF. URIDE
(1) Lille 548

(2) IPSS

(3) DIPSS/DIPSS-plus



(4) BT BBR R DR

(5) BHAES

(6) DFEMFHIRD

(7) DL EDEHCHTDFETRET)LDEIL
(8) TIRMERERMEE(CH T DFERTAESTIL

6. JAE

1) JAEAE

2) JAEDERR

(1) #AEREDRD XD - Ffd-1 U X DBEDEE
(2) EREFRMELE (CHEDEBIEIRICH T DA

(3) BMM(CX 9 DEE

(4) BERE(CHEDIEEMEIR - EIBAEIR (T 9 DA
(5) JAK2 PHEE

3) ERESMmiliEE

(1) BHEEIL - FAERHA

(2) EIEBAECH D FRETF

(3) BEERHEE(CX] 9 D EBEMMEBHED BBk IE
(4) BF—FER

(5) BHERTER

(6) EBAE(CH I DIBAERIDYR—Z A b
(7) BHERID JAK2 BHER(C KX DIEE

4) FFRIRARIT T DIaR

(1) WFEIREH

(2) 2HERMB\DIZITHIDEE

SER



1. ER

BRERRIELE(myelofibrosis; MF)(d. BEE(CIASE/RHRIME L Z TTZIIRRDIEIR
TH D, EMmFHRL ANILTEULELCTFRE(CKDRIET DRF M EHRM
fE (primary MF; PMF) & EE8EER (CHFE 9 D TR IEBRERHEE (ZXRE MF)
(CoTEND,

PMF (3. BREFR CTE&EKEFAREKRERNIEIE T 5 B EIEIE 4 ES
(myeloproliferative neoplasms; MPN)T& 3. 185EL Jc ERERBEERKN S E
FENDEL2OYA MO+ N EREEEHRICIER L. BREOIRMAL. ME4
BROBHEL, BEIMEM(C X DER. E3NEM. FRAEM TORBIRIRIMERDHIR,
BIRSFERIETR & DFFEI/MRRIERZ E2 T D (1),

R MF (3fEL DIRZEB(CHEFR T DN, BEMRIMBENIE (polythythemia
vera; PV). AEEMMM/MRITEE (essential thrombocytosis; ET). BREEAZAMIE
1%8% (Myelodysplastic syndrome; MDS)REDMBERRICHEFRIT D END
(A

2. % F
1) FAEX

BESEBRFHRE#IE HAPRBFICRARER IRMMEMEECAY
SFHEAFRY (AFRAERE BOSBE. NNECE, JVEFRN, BINER, FHE
. =B F) & BROBRFSFBEMRN\T >0 — MEEZITV. 1999 15
HIME 78 PMF OEREREZITD CTL\D. 1999 M5 2015 F0D 17 FMEI(C. 782
BIDFRVEFIDESFMN S DIz, UL IERTOFRER (FRE 10 AL L A) &
BT D EDIRMETH D, KEICHIFDEFMAFRTIE. PMF OHEEEFAER(E. F
MAO 10 HABEED 0.3 AEHBESNTHD(2). Nz EOAO (1.27 8
A 2016 F) (THMET DL BEXTEMITABERLELRL. 380 ALHESN
Do
2) WFFEFD



40 FARTBDFAE(IBHTH TH D FIEFHDOPIUEL 66 K CTHD. K1

CRATSOEMEEERT. Bt | S
(F2:1 &0 BELCSZL,
3. HRERFRR S 62 66
PMF DEAREE(S., BB/ P v = 3
HRAE(L & TNICHE SRESMEIM T C A S G A
. BIRYHY (C(ZERMGEIR. FRREpE(C | ® 1. DAEOIHARPMF2RE OFEmRkE

S IEEPEIRZ 3R (CEEMREZ 252 U AMEIIRIRA CRBIAIRMmEK. BREF
EKIEDPTRA®, IEEMAE2. TO—1RA CERIEEZRHD EE MFZ2EED., B
BEZFRIMRE T (3. RIHRHLEAT(IIREIAIRE /MBS ©H DN, EITIT D &, dry tap
THDZEMFEALTH D, BRERTEMOILE/RMRIEENRHEND., F
oo BRRICERUTIE. RS MF ZH#RI 3 2 wmEN DD,
1)  BRERIEIR

# 20%DIERI(E. ERAREIRZE R SBRADME(CREINDM. 40 %DiE
B, R (CLAT (SR K DM S DERFRIEIRZB L TLV D,
(1) Bk

TERD DS EREZV\ONENZE. BN, BERREDBIMIEIRTHD. 2HikF
DEEDDSEH 20%(CFBHSND,
(2) REBBAEIR

RERE (CE DREBRR R, ISR EDREEMEIRZ ] 10 %ICRDD.
(3) HImAEik

SEBE. BRI EDHIMERZH 1 %R D.
(4) ARERD . FE. BT

NSDEFIEIRZEH] 10%(Z5R8DD.
2) VKR E

PMF OZRf ([CHBIMREZR 1 (CRT



X 1. BRI BRERMEEDZI (CHEIMRE

1. BREECHEFPRIFRR

2. FEIM FRMEKEL. ANETOE> AN BT Uy b BIEREES KUDE,
M/ \VRER

FEMmOMERETRIRE(CD34)

£{t¥ LDH

BREEFRS KUER

REBAMRE  dry tap DTZHBRERDMESNRVEE(E. KRB TIREZT
)

FEERTO— - CT - MRI - BRES > F713 EDERZIR

8. JAK2ZER - CALRZER - MPLZR (REEMIFHFERZARNTEIRD)

o oA W

N

(1) K800

B : Hb 10 g/dL KamDEMFH) 70%(ICR 5N,

IM/MREEE © I/IMRER 10 J5/uL K@) 30 %lCRER5Nnd. —7H. BHK
Z 15%DEEBI T 50 B/uL U EE ER LTS,

FRIEMBHRIEARE : REFEKZER 70%(C. EXRIVVIVRZES] 40% (. IREIATR
MmEkZ#) 70%(CER&HTULND, # 60%DEEHT. FEMODIFEKN 1% 52
5N,

(2) AFRERE

fEiE% 75%(C. FFIEA%E 20%I(C5883.
(3) BEEZER - £18

BHER (BRSO NDIEEEHDIN. drytap THDIZEMNFEAET
HD. ERREEARCITOVNENSDD. £ TIE. BEEERIKNBIIS. BEHE

(MRHEZFRRRC M ENRMAE) DENE &6 (ICERREORMHIETERIEN
FHFoND. HEITI D EEmMERk D (TR T D,



(4) REKRE

LEAREE. BN dry tap THDE(E. KIEMZAWNTITD. 85%DIE
BlEFRENESND. DAETHEELUZ PMF D35, LBEDIMNTIEETSH
D7z 258 fish 104 f1(40 %) (CREBEHEDEENRDH SN TULISD(3),
del(20g)(11g13). del(13q)(12g22). trisomy 8 H'LLEHFSEE (CHBND
HETHDIN. TNTERELID 20%ZE(CHIRTDICTE Y. HITEMRE
BREREZBE I DIEMTHD. MF [CHONDIREBEHREE(E. PV ET (CHEFET
D_IRMED MF > MDS (CBEWTEHDNDZEND. PMF OFIE & EEREF
ITDEEFEZHL, PV, ET. MDS 12 & EDEMFHIBINEZ R T ED EBHON
3. PMF THINRNADEBITU R IMNENEESND i(17q). del(7q). del(5qg).
11923 2E. inv(3). del(12p). trisomy 8. EMZEIDFEE (L. NHETIL.
HEBTEHLZE 3% THD(4).
(5) RSAN—BLTER

MPN DO FRAEIFERS <K ARBATHDTzHY. 2005 F(CZ < DEEFICH LT,
JAK2V617F ZENFER SN MPN O FRAEDRRIAN SR (CHEA T, T5(C.
JAK2 Exonl12 Z£. MPLW515 ZR, CALR ZENER &N, BCR-ABL 2%
MPN D(F(F 90%DAEHIT, LWINHDELGFEERN RSA/I—ELFERE
U CTIRRRZRK (CBEID D TWLVD Z EMAS M E/RD . MPN Tld, kD RS A
IN—BIFEREDMICE. TES ) ABI#IDFO RNARTSA S 2 TR FDE
REPZRESINTHED. INSELTFERDORRE, ZRIOCFETAICHA
DOIRBEEERDDDH D, FRELCFERDIEEZR2 (7RI (5, 6).
a) JAK2 ZR

PMF D#IHEDEERBI(C. JAK2 cDNA D 1849 FEBDIEEN I 7> (G) M
5F=> (T) NDEENZSHSND(7,8,9, 10) COEE(CKD. JAK2D
617 FEEDF7 = JE&E. /N\U> (V) 571 TIL77S=> (F) NEH(V617F)
SN TULD. JAK2V617F ZRE(CKD T, JAK2 DIEEIEHENEC. U1 b
HA 2 3EFE T TE. JAK-STAT ST F)LASEH b SN, HfEiEH T TE L. PV
o, ET. PMF Z&8 MPN OfREAIICEIZICAAS LTS EZEZIBNTLD, &



X 2. BEEBIEMEE CHONDTINELCFERDEE

SR
B F OB BEF ik EROIT
PV ET PMF
MY M >D | JAK2 9p24 JAK2V617F 95% | 50- 50-60%
SOFIUGE JAK2 exon12 3% 60%
MPL 1p34 MPLW515L/K/A/R 2-3%
MPLS505N
other missense mutations 3-5%
CALR 19p13 Indel exon 9 20- 25-30%
25%
DD FIUE | LNK 12q24 Missense (loss of function) 1% 2%
E deletion
CBL 11923;3 Missense (loss of function) 4%
NRAS 1p13.2 Missense (activation) rare
NF1 17q11 Missense deletion rare
FLT3 13q12 FLT3-ITD <3%
DNA XF)UEL TET2 4924 Missense, nonsense deletion | 10-20%
DNMT3A 2p23 Missense, hotspot 5-10%
IDH1 2g33.3 Missense, hotspot 1-3%
IDH2 15g26.1 Missense, hotspot 1-3%
EX hAEER EZH2 7935-36 Missense, indel 5-10%
ASXL1 20g11 Nonsense/indel 1-3% | 1-3% | 25%
RSRF TP53 17p13.1 Nonsense/indel <5%
CUX1 7922 Deletion 7p <3%
IKZF1 7p12.2 Deletion 7p, indel <3%
ETV6 12p13 Nonsense/indel <3%
RUNX1 21922.3 Nonsense/missencse/indel <3%
RNA XIS > | SRSF2 17g25.1 Missense, hotspot <2% 10-15%
& SF3B1 2g33.1 Missense <3%
U2AF1 21922.3 Missense 10-15%

XHRK D (6)c8ZE5 A



H. JAK2V617F ZE(F. PMF LIS PV D 95 %LU E. ET OFIFE(CHBN
Do JAK2V617F ZREFFITIAW PV (24KD 5%KiE) DAL (CHS
1% JAK2 Exon12 OZR(L, PMF TIHIRE A1 TULVRL(11),

JAK2 B FEEDEH(C (. B3 DNA > — 0T EDMIC, 77UV
HIEE PCRIEREN D D, JAK2 BIzTZEE=(allele burden)(d. HwE%E &R
FTDIIENS., JAR2 BIFEEDIRHEDHT/IEL. EE PCR T, EBLTEE
SEFCTHEITDZLIE RBEZTHIMITDETERTHD. £z, JAK2V617F &
R FEDIAK2)\TOFAT (\TJOF1T 46/1) ([CEHEEICERSNDZ
ENMRESNTND(12). DAEICHITDIRFATE. JAK2VO17TF ZEZHI D
PMF & (3. EE JAK2V617F ZEZB IRV LB U T, JAK2 )\T
O%547 46/1 Z8 3 EENEL (Fv XLk, TNEN 4.4, 1.7) LN RS
ENTLB(13),

b) MPL Z &

PMF O 3-5%(C. ROSARRITFS(TPO)DL TSI —TdH3 MPL DIEE
BEMI CTOEENRDHSND(14, 15). MPL DER(F. ET D 3-4 %(CEBHIR
9D, MPLICEZENEULDE. A b RIFNR<TE, TPO LTS —
WSEMHE SN JAK2 ZE EERR(CJAK-STAT S0 H)LANEENISEM L SN,
MPN DRRERZAL (CES L TUL\D,

c) CALR(calreticulin)Z &

AR K S (. PV [CENTIE, (FFEHIT IAK2 ZENZBDHSNDH. ET A
PMF Tl JAK2 ZRE(FHIFHRERHOSNDIEEICTE I . ENLHNDEBLFE
H(CDWTIF ES<ABETSH Dz, 2013 F(C CALREEMREREINIZZ &I
KD T. ET. PMF ®#J 90%T. JAK2. MPL. CALR DW\WINHDELFEE
NERHENDZENHIBALIZ(16, 17). CALREZZE(E. PMF D 25-30% T2
SN JAK2 ZEE2MRICIRD & 88% EBRICEENTFHET D.CALRER(L.
SHOEERSTATHHFENDN. LWINE. & 9 TUV>DODILKREENIZE
B(CHRVMEEMEADDNNEREKTDIZCETEUDIL—LS T NEET., K
SL<DIFT. 4T 1 (52 1BERK) LZDMELER (24D 65%). 1T



2 (51IBEHEA) EZTDHELZER (32%). TDA (3%) (CDITBND(18). =
NSDZRF WINERUERE CKRinzd UD. CALR ZEBMHEES & JAK2
ZEGEMNZLEE TD L. JAK2 ZRAEHIT(E, SHFAE. BMmEKSIE. NE
J0OEfESERE  ETORAKFRICEN RSN, PMF TIE. CALR ZEAEH
DIEMOPFENERIFETDHREEHD(19, 20, 21), CALRERIZHKTHD
EDD, WTNDOEEEHBEDIL —ALS T bzEC. C Kimd KDEL E5%Z
R/ CRImAEL D, CALR (FEI/NKRICTFEL. Ca DIEEME. EE
IO EleHBEEEOUIE, MilgiEER E(CES5 L TLWDH(16, 17). TDZE
F D MPN BIEHF (CH T DEENCDWTEIIN I TN TSI, o077
L1 [CKDELTFRIRFBATNS. CALREZRICHWTE. JAK-STAT =T FILD
B ENREDORILTH D EMRESNTWLEA(22), RIEDIBETIE.
CALR DOZEREMIN MPL DHERES R A A > (CHEE L. 1BERI/R JAK-STAT =20
FILDEHEZE LT, ERERROMIBIBIENFESNDZ EHARSNTND
(23, 24, 25). Fz. PV T CALRZEENHBSNIRLD(E. EPO LTETH—%
SEHETE RN ENSERBARIEETH Do
(6) TDMMDBELFER
a) ASXL1

PMF11 fleh 3 6I(C ASXL1 DERNIRE ENT=(26). ASXLI [F7RUD—L
IIWN—T BT BELFTHD. ASXL1 DEE(EZ. PMF D 25%. PV D 1-
3%. ET M 1-3%(C#H5113(27, 28).
b) EZH2

PMF30 5I5h 4 f51(13%)(C. EZH2 DEEZZRDHDIREN TN TLVS(29).
EZH2 (&, EXRAFILNS >R T TS —TETHS polycomb repressive
complex2 (PRC2)DIZR—FR>2 NT. H3 ICHBITDIUSEREDAFILES
AT S5—TEUTHEELTWLS(30, 31), EZH2 DZEE(L. EEEREEDk
MR (chronic myelomonocytic leukemia; CMML)®D 13%. MDS @ 6%
(CEFBDHD.
c) SF3B1, SRSF2

10



SF3B1. SRSF2 (. RNA RT S A 20D )\ 0&E=T1—- RIS
B FTHhHD., SF3B1 ZE(X. ET T<3%. SRSF2 (. ET T<2%. MF ®D 10-
15% TEENRESNTULD(6), SRSF2 ZE (L. MF (CBWLWTE4F. #AM
REFOFEARREF /2D TULVB(32),

d) IDH1/IDH2 TOY > 4

VERE(CRAS I dEERZ I— RIDELF T, TDERICKD. aF hIILY
JUEEM S 2-hydroxyglutarate ANDELENMEE N FEREHNEE NS, 2008
F(CTUA-TICBENTIEUSHTIDHI EEMNMRESNIZ(33). MKRIEE T (.
MDS 1> MPN iS5 24EREMER IR (CHIT UTTERI THRE SNd. MF T 1-
3%IRE SRR (FMENVEDD(34) . PEAREHEEITDIZENHRE=NT
W3(32).

e) TET2

PMF @ 10-20%(C TET2 BEE%:RHD(35, 36). TET2 ([ClE. /REOI T
% TET1 E[RERIC 5-methylcytosine %& 5-hydroxymethylcytosine (CE#: 9 3
BEREMEN S D ELFFIRZ epigenetic (CRAETL TV EHETFESNTLB(37,
38). ZEICKDFEAEDHIT TET2 ZEED CERORENELCTHED., TET2
DHEBENPEE ESND EZEXI SN TLD, TET2 ZE(E. PV D 16%. ET D 5%.
CMML t> MDS D# 20%(CH 51D,

f) DNMT3A

DNMT(DNA methyltransferase)(d. DNA DX F)AtZ=HIHT DEERZ 1—
RLUTULD, DNMT3A OZREE, S'EEREERIRD 22.1% & LEERINEEE (C
RHBND(39). MF(ZREZED) (CHBND BEDIEE(L 5-10%EE T,
LEEREL(40).

g) CBL

INBBEEBEEERIE MDD 17%. CMML O 11%(41)ICH5N 3 C-CBL DER
(E. PMF D 4%DEEHIC5R8DB(42). C-CBL (& E3 ubiquitin ligase T& D,
A MDA ETY—ZIEFF AL, ATRIEPERZBET D, IEED C-
CBL (IR AMIHEIRIF & LTt ZB L T D, CBL HMERT D & CDHEEEN

11



FEEaN3E B0, ZBR CBL (FHA M1 UADRISHZETIE S E B2,
MENMEE > TRECES T3 EEZBNTS(43).
h) SH2B3 (LNK)

B4R LNK (Z. JAK/STAT #RBOEHEZEAICHEUTE D, TDOEEICK
D TC. STAT ZFIEOBREUENFEEIND., MF TEVEBITEENIRESNTL)
3(44, 45).

4. LW
1) 22U

PMF (3, E88ICHU\TECEIK S BRIRRMIINIEN T S MPN TH 3. T
DYE(E. BRI (HEN L TV BEDD. MBERHEDISLE 320\,
5o UTHT < ENTHD. [AHSHHEER] FTHRH(LER PMF; pre-PMF) &
END. #TTBE. BEICHVTERMIBRE. 15— S RIEDIEE.
EROENN (BFEL) D4 L3 [RMLER] (S4(LER PMF; overt PMF) &7 0,
FAMADBEEEFER, FREEROLI (EI7RSEREE) . FTIRIE (BEOMEID) 2D
ENRITR R T &SRB,

1 20%DBE FBWIECBER TS D, RESH®, MOEBRDEHCER
MBS URB(C e £ SIS N3 IE. i, FmBkES . ) RIEH,
EIFREFERAET® LDH OMEHINY, PMF BB S 125, MF DB CLELR
BEEL(CETB,

[EIHRHAEE ) OBBET(E. MBI 0S5 — 4 S ARMEDIBLEZ DI,
BEILBIR TH 0. Tk & LRSS 4S5 ERERAEBI LTS, BRIk
BRI UM EIFEN 3 RERROTNAZEET 5. BROERE
PNUERIKEGREL. EEERDBEEH5.

ITTBE. BRMAOEIRERE,. 15— S BHoONE. BELIELS (18
HALHAL &7, PMF OEEAEDESEE. COBIICRS TIEUH TS
N3, 2EBERK. WRE, ABHL. ST, #Eh, HMEERE0es
TEROHIEH S, FAEIMRET(E, B, [/RREL. FRAEMADSEER,

12



IREFERK. CD34 [EiEfiaotiiR. MiE LDH O ERRENEL D, BEFNEMICK
D, &L DIEEDOIEENT) 90%(C. FHIEXRAH 50%DERE(CERHSND. UE
UIXERE E72D . BREFRR (& MR R 2 (EO S — T ARMDIEE N ERTH
D, BR(SEMNIETF U TV DEMITIEERIKOIZERRENEII D, KED O/
BB (JER/HEHEIRIED D VN F O S — 4 iRk, BERLGICEBIRSN TS, REBAEE
(F#9 30%(CHBNDHY PMF Tld Ph 24D DU \E BCR-ABL (HS5HE0\,

WHO DZIiE#%Z TR 3. R4 (oR9(46)s CNFTIE. WHO 735856 4 iR(WHO
348 2008) (C R DEZMMEENL < HWLSNTEEA, 2016 & 5 AIZE 4 MReRETR
(WHO 7348 2017 2fEThR) HIEERENI=(47, 48). WHO 7348 2008 S5DKE1R
ZEREUTIE PMF T, AIERHEACER SR CHA(overt) (Co3 1 TS U T2 R
ENEEH T, WHO 7348 2017 eRETHRTIE. MPN OI AN TOZRIEETH@EL
T, BHEAR(C K DRIEFT RN BIIOARZE(CIAGEC SN, BREEARDZICHITDE
EHNEFASNTUND ., BEFRHLIC DUV TE. MlifEiRE S BIRRHE(CRI L T/IMELE
MR 5. MF-0 15 MF-3 & TO 4 BRETEHIS 27 L — RO$EN G EH ST
D(%5). 2022 fF(C WHO %85 5 iR(49). #t\L\T. International Consensus
Classification (ICC) &k D BRERIES - SR MMRDEZRT - AN TR N/=HY(50).
PMF M (C DWTIIZEE (I D Tz, PV-ET WS D IR MF(Post-PV MF, Post-
ET MF)DEZMTCDUWLTIE, ICC(CKD PV, ET DZMEE L EE(CEEH INTLD
HY(50). WHO 7348 2008 (C KD EZUIEAE(S1) NS EE(FIRh D Tz,

WHO 7348 2017 eSETHRM S5 (&, pre-PMF, overt PMF L\ INE. ZNENKIEE
3DIARTE, NEEZ 1 DU EBZUEEESCEMT D, KIEEH 1 T, EXEKD
1806 & ok, BLUBREDIRM L ZTML. KIEH 2 T, MMOEERESRD WHO

MOZUREZB ISRV LZEER L. KIBEE 3 T, BnFEEHLL(FO0O
—FILY—H—DFE. ENSHHFONRNE S (CERSEDOBRRMEZ R T
DL, EIEDTWD,

13



& 3-1. WHO 7348 2017 tRETMRIC KD pre-PMF MR 4

REH 1. ERIKOEEEREEMNMFET DN JL— R 12X DHbEiREDRE
(DR, FiiR(CLE U TERBEOMARERDIENZ 328, FHECRHTA
DIETE & UL UEFREFERRIMRE DR Z /S
2. BCR-ABL [5% CML, PV. ET. MDS PO EREMEESZD WHO E4EZ
FHIESTRUN,
3. JAK2, CALR. MPL WINH' DELFEEZRDD. CNOSDEBELFE
ENRZEER thooO—FILY—H—HIMFETDH. J0-FILY
—N—ZBHRVGE(CE. RISEOEBEREIRHEEE DR RN 2N

Eo
INEH TEOWITNHE 2 BIEH L TERDD.
a. PHFEECKSRVEM
b. HmEkER=11,000/pL
C. AXNOIBE /R RERED 35 D

d. [MMELDH®DLES

KIEH 3 DINTE/NEBEZ 1 DU iz g,

7 1 JAK2, CALR. MPL WINDBLFERGROIVGE(C(E, MOBEDOEWELFE
£ (ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3B1) MDA&ZFHZZMRDENT L78D.

T RIS (DRMY) OEEMIERMEEN (JL—R 1) ZECDREE L TIE, BREVE.
BC®&ERER. BIHENE. BEMREBMRTMOY > ) CRIEE. OIS, PEICLDE
BEREENETF BN D,

X#R(48) K DeZ5|I A

14



< 3-2. WHO 7348 2017 eREThRIC KB overt PMF 2R %

KIEH 1. EBEKOEMERERNRHESND. BRI MEREEL<(EF35—
TURREDIBE (JL—R2, 3) Zf#D,

2. BCR-ABL[ZM CML. PV. ET. MDS > EREMERD WHO E#Z
FHIESTRUN,

3. JAK2, CALR. MPL WENH' DELFERZRDHD. CNSDELTFE
FENRRVNGEER tMooO0—-FILY—H—HMFEIDh. JO0—-FILY
—HN—ZBHRVGE(CE. RISEOEBERBIRHEEE DR RN 2N
Eo

/NEH TEOWITNHE 2 BIEHFE L TERD D,

a. PHFEECKSIRVEN

b. Himik#R=11,000/pL

C. AR eI HE/RRBAED 35 D

d. 3% LDH D EF

e. HFRSFERIE

KIEH 3 DINTE/NEBEZ 1 DU iz g,

7 1 JAK2, CALR. MPL WINDBLFERGROIIVGE(C(E, MOBEDOEWELFE
£ (ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3B1) MDA&ZFHZZMRDENT L78D.

T RIS (DRMY) OEEMIERMEEN (JL—R 1) ZECDREE L TIE, BREVE.
BC®&ERER. BIHENE. BEMREBMRTMOY > ) CRIEE. OIS, PEICLDE
BEREENETF BN D,

XHR(48) L DeRZE5IA

15



4. WHO 7348 2008/ICC (C KD IR MF D2 iR 4

Post-PV MF Post-ET MF
WZEIEE 1. LUHIIC WHO 348 T PV &ag2lianT BIRTIC WHO 9348T ET &2BienT
(AP (AP
2. grade 2-3 (0-3 R —JLICT) D& grade 2-3 (0-3 XT—JLICT) OB
BERHE LN H BN D BEIRH LN HEND
IMIEE 1. BmHh'dd. HDVEHEEZES B3 W\(FEEEENS Hb 2 g/d
(2EBZ® ENTULRWNCEMNMD S TRMmD M EDIERTHHDD
£9D) WHENRV, HDNFTEEIRED
WENIRN
2. BRFHREZRDD BIRFEREZ DD
3. BREZEZRDHD fEfEZERDHD
> EESHNS 5cm KU EDRENE > EESHMNS 5cm KU EDREE
2 i i
> Fz(CElEEfATED > Fz(CREEEfAITED
4. LUTOMERH 2 DU EHBEND LDH O L R(B#EZBX D)

> 6 HARBIC 10%U EDORKERD
&3
REET
FBADTE/2 37.5CLLEDF
=

BUFOERS 1 D EHFBND

> 6 DAMIC 10% EkERW
&3
REET
FBADTE/R 37.5CZBRD
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4. WHO 7348 2008/ICC (C KD IR MF D2 iR 4

Post-PV MF Post-ET MF
WZEIEE 1. LUHIIC WHO 348 T PV &ag2lianT BIRTIC WHO 9348T ET &2BienT
(AP (AP
2. grade 2-3 (0-3 R —JLICT) D& grade 2-3 (0-3 XT—JLICT) OB
BERHE LN H BN D BEIRH LN HEND
IMIEE 1. BmHh'dd. HDVEHEEZES B3 W\(FEEEENS Hb 2 g/d
(2EBZ® ENTULRWNCEMNMD S TRMmD M EDIERTHHDD
£9D) WHENRV, HDNFTEEIRED
WENIRN
2. BRFHREZRDD BIRFEREZ DD
3. BREZEZRDHD fEfEZERDHD
> EESHNS 5cm KU EDRENE > EESHMNS 5cm KU EDREE
2 i i
> Fz(CElEEfATED > Fz(CREEEfAITED
4. LUTOMERH 2 DU EHBEND LDH O L R(B#EZBX D)

> 6 HARBIC 10%U EDORKERD
&3
REET
FBADTE/2 37.5CLLEDF
=

BUFOERS 1 D EHFBND

> 6 DAMIC 10% EkERW
&3
REET
FBADTE/R 37.5CZBRD
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& 5. WHO 748 2017 tEThRIC K D BRERHE(LDT L — RD4E

MF-0 RAEBDIRVEHEEORRIROMIEIRE, ESEICHEST D,

MF-1 HHfAEREEDIIAR Y D —IN RSN, Z<OREEN. FICHEREIC
HB5ND

MF-2 BN SRR ERZMH O C. UFAMN DEEECIENM. &E(CH
FROOBBIFHRHE (CFE UIXV VKV ERIER TS, BFrIEOBEE&N #5523

MF-3 HHHERRAE D RE IR R E RBIRIRME & U TFE LIRV KU \ERIEDH L \RZ
#oT. UFAMNDOEEE(CIEN. &%, s t&a+tD

KIEH 1 TE. BREORERENEE N, MRH(EDIHIC DT, pre-PMF T3,
[TL— R 1 &2 X DMBIRIEDIBE (AR, Filin(CLE U TERDOMRERDIE
7z 3 1. overt PMF Tl&. [#iAiRES L < (FOS—oapMoE4E (JL—R
2, 3) =D Loz SHIEIC DLW T O K D BEAERREE N TN TS, —7.
pre-PMF & DEBINEIEEIRD ET (CDULVTIE. WHO 348 2017 efEThR T, KIA
B2 T, [HBREOEEDIEM (JL—R1) (IBDHTENTHD] EDLEN N
ZBNE., CD2DlE. FEMNEIRD., pre-PMF & ET ZE#RIT B & (E. ©TDED
BEEZFHITDCENTEDEVNDATIRANICEEREN DD ZEND., [BEICH
BEERNTDCENUETHD(52), ET Tld. EREKOIRE(CDWTIE. BFI(CH
EUIRZEB I DAREOKAERIRDIBIN, KIEB 2 ([CEEsSTLDA. PMF
(CDWTIE. MR (CERIKDIZREIC DL T DR TRV, —AREIC(E. “ED
ER7Q" " BnAR” EIF(EN D EBIRDUINUAHZE T DERIROEREN IS H5
Nd. ICC Tl FREICDULT., =S5ICFFMICEIR S, MF (CH1T D EXERDAZRE
(F. BE. D MPN KD ERE(CERIKOREMZRL. EREKOFHELT. &
ERMRAEE (2%, BNEXK. S8R ZRI/NENSKEDOEKIEK. 613
ZIBX DERIKOBERERNEITSN TS, KIEB 3 Tld.. JAK2. MPL. CALR
WINHDECLFEERDBREN RO SN, CNSDEBLFERZRDRNGE(. B

18



DFEEDEVELFEE (ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3B1) %=
AR . RIGEEERE b Z R ITEBZIRI T D2 EMNKRHSN TS, ICCT
(. CNSDELGTFEEDIRZRICDULT. JAK2 V617F (BRELANIL , 1%) KT
CALR & MPL (RELARIL 1~3%) OEBET v DERANHESN TS,
CNSDEBELETFEREERMEFTE. JAK2 & MPL [CDUVWT. BEHSNIEEMSND
B FEEDIRRER T D ENMEREE=NTULS(50)./NEETIFE. & LDH
DR, AAICTEE/RAEAE. BFRTFERE. BMMEEMD S5 1 DU E%ZE 2 EhEHRL T
hDZ & (RIFRHHEER PMF TlE. BRFKEZRR ) B LN TNSD, FT.
ICC Tl HBKENMHN. MF DZ2IREH D\ (FHRBHICRS5NDBEN DD, MPN D
BHEN HNL CMML (RS =DM —75. MPN ([CEEET D RSA/\—-ZEDT7Y
JBEENA B WMEE(F. CMML KD BEEKIENZ+HD MF Z& X3 EOsK &I S
NTL3(50).
2) R

EREDIRIE (L. RAEMBOERRICHVRIGECELDZENDD. 5%z
WAL TR MF &R, DAETOZRME MF OEBREBOSEE(E, 1. ET
30%, 2. MDS 27%, 3. PV 21%, 4. B4V > ) fE 5%, 5. S4EfE4A MR
5%DIETIH D . PMF &[E#k MPN (CEEEND PV, ET if¥807%Z 583D (53).
S (FHIRED0. BEMREAIR. ZRIEEHE. 25 4R HMASEINAE.
PFEEERIENNAE. ISR ER. X—> 1T v MR, BIFRIEER. BEE>X hO
Jq—., E9=> D XZJE. Gray platelet fE{zEf. £54ET Y hM—F X,
EEMEETHEEIE. NUDASAFT A RS, BEHRIRGE, XU IRE
B2 EICKDTIRYE MF DIREN DD

JAK2 > MPL QOZEEDFEFo7O—F)LICEMMEMEEL TWDZEZE
BRLUTHED. RITEDOEREIRIEL (ZR4ED MF) & PMF® PV - ET i'5#4T
U7z MF EDERIICBRT® 5. —7. JAK2. CALR. MPL WIND RS\
—ZREZFRHIR triple negative DEEEBH 15%IEEFEIT D. CDBE(E.
KDIEE(CRIGEOEREIREEZIRN T D ENEE THD.
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5. Fi%
1) F#%&

DAEDEFET -5 LU TR, BEESEHRFMAEMEHE MR BERR
ARSEFREEMEE (CEI DEEMFTIT. BARMRFERIDENMESEZXT5R
(C. PMF ORIEZ DOREFABEITD TH D, 1999-2015 FDORICHARFAE 780
FINEFR SN TUND . RO TIE. FHRMARIOPRIE 2.3 FT. 3 FEFEK
59%. GFHAEFOUEIZ 3.9F Tholz (B2) (4). TS AKDIREENI
1962 F£H'5 1992 F(CE2Mr=HIz 195 BIDEEMT(54) DI 417HAME 42 4 A
EFFAFRFETHD. EMESMOEEFEICKDDOAETOERIER (&,
RREUIE. REBMRADIZIT. B, 2B MRA\DEITUSNDIREZRDIEE.
RETHD (R6).

10 7 4

GFHIRIThOE 3,96
\ BEMRGE  2.3F
s N AR 59.0%

04

02 7 (n=782)

00

0 2 4 6 8 10

ERZRHARS (&)
2. DHAEIOPMFOA 6T
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X 6. FRMEMEENEERE (CKXDOHNEDRFE M EEEIRHEEDE/2FEH

e FEGIER (%)

[FREDIEE - BIMAEAD 138 (31%)
BT

R 114 (26%)
g (B - SEEE) 46 (10%)
DRE 25 (6%)
TR MRS 17 (4%)
LIHBRAL 13 (3%)
RS 11 (2%)
IR 8 (2%)
RS 5 (1%)
BAE 3 (1%)
Z ot 8 (2%)

2) FREF. URXIDHE

PMF DEEARIBE T (I —T (72 < BEMIC LD/ SYFEAKEN, PMF
DFRZWNET DIRENGFRAL BIFRTHEIZISN TUVERV, SIS E
HE—DIREREENE T (3D EDD., BEEEFXRTEEF . B4 DEBE(CHL)
CHRIEREET., REIFRAEZZER L. BEANHHERET DIHENHD. D
el 2 DFEDIY R IRFZHE T 2 FEFHETILNIRETHD. INF
T, BHROFRAFZHEASEDRZFERTUMS AT LNERSN. IRSERS
NTEl. REFTICHRESN TVIRRNBERFRAOTZUITZRT A
ZR7IRT,

(1) Lille 5348

TS > XD Dupriez 5(ICKDI_RE NI Lille DFEN, CNFETHRHACILE L
AWSNTETZ(55). 1962 5 1992 F(CEZMicnsz 195 BIDFEFT T,
60 kA L. FFEEXR. AAER . Hb BB, BmEKEMNEZ (L. RIEMmEFERkD
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1#o,. Bt MIMREMEN FERAREF TH oz, Hb 10 g/dL K. HIMmEkER
4,000/pL &= (2 30,000/uL BOWITNEE I B8 (high risk). 1 DDFH
B9 DEF (intermediate risk). 1 DEBE/RVEE (low risk)D 3BF(CHITD &
AFRAEPRMEE 13 3. 26 A, 93 4 HATH DIz,
(2) IPSS

2009 £(C International Working Group for Myelofibrosis Research and
Treatment (IWG-MRT)S5F & X117 J > 2 > X5 A (International
Prognostic Scoring System for PMF; IPSS)H&REMNT=(56). IPSS (CHIT
DT EARAF (S, 65 U L. it I DERKAEIR (10%LL_ EDEFERL . FEh,
Z#F). Hb<10 g/dL. BmmEkE> 25,000/uL. FREMDIFEk=1%D 5 IEET
5D, PEARRFOHEN 0E. 1168, 21E. 3EULDZEDOEFRMPIYE
(&, TNEN 1134, 794, 4.0%F. 23FTHD,
(3) DIPSS/DIPSS-plus

2010 FE(CEA U <K IWG-MRT V5. IPSS DF#&EAF72& . REMKEFHEDEE &
LTIV I\ = REICEDWTREZZEX D EICEKD T ZIEFIZITTR<,
RARBEATOZIEEFRTFACRIREED I EMNBIGE LR DTZ(57). EFHknE
ZXIHR E LTz Dynamic IPSS(DIPSS) &, 65 Mk A& R E LT age-
adjusted DIPSS (aaDIPSS) M4RIBEH1TL\D, DIPSS Tl&. ERERIZETDFHT
FZIR) RO DHERICHD T, FROZICEHEA TS, IWBOEITICHEITEES
FHORECKILD, &<IC. REEMHERBIEEN SRS 65 mKim T,
aaDIPSS (FFAEE/LDOFIM(CBRAT® D, =5(C 2011 £F(C. DIPSS (C. M/
R 10 5/puL AT FPERARREAR (MRS DV (HENNOREAREEZ 1
DHBWNE2DEL[+8, -7/79-,i(17q), -5/59g-, del(12p), inv(3), or 11923
BB . WmmikFE (MF (CBHEL. RmkEMzE I DAEHERMEEMmM. FEZ
DELE) Z kU /z DIPSS-plus HM@IE & 172(58). DIPSS-plus €. ZUriFdD
H TR FBAPTEEISERETH D, HE. REL<AVNSNTVS TR T
E/LC. EIMARBIEOEICZE R T SRCBERTHD.
(4) BITH/BBE' U XD
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2009 £(C MD 77> =V RATA—H15, FEH(CEFHREPIRED
12 7 ARG E/RDISA—FEUT, MVIMRER 5 F5/pL Kidi. RAHIMD D L\(E
BRIDIFEK 10%U £, 17 BREAREED 3 DAMMEEN TS (59). 2D 3
DOVWITIN 1 DTERIRLEBE. TOROEFIABPIMEE 12 sAER
ET#1TH (accelerated phase) EEHESNTLD, —FA. Mayo U _—wo
N5 BURXRITEAFELT, —RBARRKELEBAREE (monosomal
karyotype). inv(3)/i(17q)E%E. RD 3D (ZFEk>9%. BmEk#E=z4 7/uL.
TFRARRLEN) OFNS5 2 DLULZETD. fMHlHEENTED. INSORERF
D55, WINH 1 DNHIRUIEIBS. 2 FTER 80%MU L LD TRFERR
T. BEUXUE (very high risk category) &EEZESHTULISB(60).
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xR7. FEEREESHREEORRNLRERTFEITIUZITIRFTA

FEEF IPSS DIPSS aaDIPSS DIPSS-plus
FHip>65 % 1 1 v
B BRI 1 1 2 v
Hb<10g/dL 1 2 2 v
WBC>25,000/uL 1 1 1 v
RAYMEFER= 1% 1 1 2 v
/MR <10 75 1
FRINEREAMRTE * 1
FRARREH*? 1

*110% EDRERL . T BT

*2 BEERMUECBIEL. FRIBKEAMIC K BIVEEE T DEREEM. =2 (ET0RE

*3 EMIE S DO\ HEIADOREARREZ 1 DHB VL2 DED [+8, -7/79-, i(17q), -
5/5q-, 12p-, inv(3), or 11q23 B#&k]

URONME A7 &sE

KURD 0 0 0 0
FfE-1 XD 1 1,2 1,2 1
-2 UXD 2 3,4 3,4 2,3
=mURD 23 5,6 25 24

*DIPSS-plus : DIPSS Hfd-1 URD 1 R, HE-2 URT 2R 8JRT 3R&ELT. Nl
LEomvvrEs. FRmBkE@MmkT. FERAREEBAORBZMRA T, AAT7EFTZEHTD.

XHBRE D (56, 57, 58)c8%ZE5IF

Prognostic Model Risk Calculator
https://gxmd.com/calculate/calculator_315/dipss-plus-score-for-prognosis-in-
myelofibrosis

(5) REARRES

DAEICHITDRFAT(E REAEREOEREE. 2R U TEFRICEERZS
ZIRN(3). 722U del(13q) & del(20q) DR EAREEN B DIZE (. IERE
BELDREFIR® del(13q)dpd L\ del(20q)DHDREREEZT I DIEFI(CLL
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RTCFEARTH D, 17 BREREEZEITDIENE. FERARTHDZEN
RESNTLD(59). DAEIDZREBDIRFT(E, 17 EREARREZE I DA
(F2ARD 1.7%(CBER2VNY CORBEREEZRFT/AVVES (SR THAFHARM
ROVENBRICHEWV, BIRDLD(C. DHETORET (FHRBSEE (FEVHY
i(179). del(7q). del(5q). 11923 £%. inv(3). del(12p). trisomy 8. &£
BE(FBMRNANDRITI A INENEENSD.
(6) DFEMFRIRD

AIRDKS(C. PMF TlE. RSA/N-ZR(CKLD> TETDERAKMRICENR
5. CALR ZEZ4HHINY. B> amEkENM. m/ I\ Ht R SN S5EEHE
(TR <. RN FRERIFCTHD I EHRSNTLSD(19, 20, 21), CALR(C
(F. AT 1EBREIAT 2EENRESNDN. 54147 2 (FJAK2 ZEBH 145
EFEFEMRDOEBREEZEZEL. 1T 1 KDEOPFERARTHDZEN RSN
TWL3(61)s —AT. PMFD35., #115%I(3 JAK2. CALR. MPL L\ DR
SAI\—ZEBRHIR triple negative FEFI TH DN, COKSIREHE. B
MIFANDIFITENE . BERNICFERIETHDIT EMNHBESNTLND(21),

JAK2. MPL. CALR DSYDELFZERTIE. ASXL1 EE(F. RSA/—ZE
1> DIPSS-plus R 77 E(FMII U TFRERARTH D ENRESNTLD(62),
F/z. Vannucchi SDFEMT(C KD & ASXL1. EZH2. SRSF2. IDH1/2 DW\Y
NHPDOEENMFEIT D E EFROETHAHSN. CNSDOVTNHDERNF
1£9 BEHI%& high molecular risk (HMR)&ETFEE UL TULVB(32). TDEDERMNT
TlE INSOEEDHBETFEICHEL, 2 DU LOZENFET DHE. £fF
HABIAMFICARR TH D ZEMNRSNTUD(63). CDLDIRELTFERIBIRZ
7olc. URTRFEUT, BRERFIRICINZ T, CALR AT 1 ZBEMNRNC &,
HMR ZE2Z\INHIDEFE. 2 DULED HMR ZEDFEZINAZ 2 MIPSS70
(Mutation-enhanced international prognostic score system) X177 X5
I(64). CNICEBAREEDBIRZMZ 12 MIPSS70-plus = X7 AMRIESN
72(65)0 MERDRAOAT AT ATIHMEIRDEFEHESNTWLTEESICE. &
CFEEBBNISHDE. EFRARBHNMDIINS T HEoNDZENASH
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(C=N. FICEABSIMHREBIEELFELCE. BEEICZHI T DERIC. BlaF
ZRIBFERNMVA LR D TS DAREENTRENTUND, Ffz. KDRBEAEEDIF
HwEERL, URITRF(E. 2EHREE L CALR 10T 1 ZEMNBRN &,
ASXL1. SRSF2. U2AF1Q157 ZEV\\INHDFEDHT. BEHRPFIRZEFR
W72 X7/ GIPSS (genetically inspired prognostic scoring system
for PMF) BIRMEBESNTULD(66), CDXIDRRREENS. ELN(European
Leukemia Net) 2018 (CED <JAEIEEH TIX . CARLER YT ASXL1.SRSF2
ZERORRS—EPOMAFTEE TIEEZE CORELIRDDDH D, &<, H
-1 U X OBF CRABEISZIRET I Dima. ASXL]1 EREOIRR(SHER, L&
NTnd(67).

(7) DHREDEEHICHITDFETAEST)LOBEIL

FEROBVRAODFEZANT 1999 FLFF 2015 F£HTICAIMS [CHREEHRE
U TWBSOMED PMF OFRZZIIFOU R ORFZRAVWTHET DL K3
DELDIC12D. IPSS, DIPSS Tl AFRABRREN 10 FULEDEKD X D8

IPSS DIPSS DIPSS-plus

H17E (%)

I ()

IPSS DIPSS DIPSS plus
VAYE  s4rme 3% STRERS 3E STEEARS 3E
(B)  4FE (B) tEE (8) GEE
EURY 223 88 223 88 223 04
-1 2% 06 72 52 67 128 79
PrE-2L A9 38 54 36 50 44 59
SUA2 29 46 35 50 26 39

3. DARICH T DPMPEFIOERR T U X D 35ERI O T4
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(S BIEETH DN, EMHARBEOEILEER T DHM-2 U TEDRERNE
HHE TdD, DIPSS-plus Tld., ARE-1 UXDBFEHR-2 UXTBFODEEN
BJRETH D R TOAEICH VW TEZIMFDO T TAIC(E. DIPSS-plus K&
EESITDEBOND (X8, K3), Ffz. ik, BITHL. BT XTBFC
2T DEBIDOEFIEFPRMEE. ZNTN. 1.34F. 1.2FT. FRARED
ERINAIBE T D, e, BiTHIZ M I3 dynamic model (FHODEDREH(C
BEREHL. ¥IEZHE, AP EEICTFRAREBFOENEN TG THD (K 4).

xR8. EREFRRAOTUZTZ AT LD EDEFNNDER

UXDE IPSS DIPSS DIPSS-plus
JRERk =F:N JRERk =F:N JRERk =F:N
KUXRD 11.3 18.6 FEET 18.6 15.4 18.6
FfE-1 UXRD 7.9 5.5 14.2 4.3 6.5 10.7
FfE-2 UXD 4.0 3.2 4 3.0 2.9 3.7
=mURD 2.3 2.4 1.5 2.9 1.3 2.2

EfF AR IYBE () (2R K D)

XHEk(4)LD51A
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\mwﬁ@m, 17BRERRE, THR210%

WInhr e8I D //J\ WINBEEZH L0

11041 43041
MST 1.3% MST 4.8%

| [INMR <S5Tipl, 17BREHEN, FHR=10% |

6141 3694
MST 1.0% MST 5.2%
2R FBPDEBDE LS
1.0 1.0
0.8 0.8
0.6 |EUZZ 0.6 [: AR &
(n=430) (n=369)
0.4 0.4
ez SUZ%Z (n=110) 0.2 BUR%T (n=61)
0 + 0
024 6 8 1012 1416 02468 1012 14
EIZZEARG(FF)

4. ODHAEICHSTIEFRIEEBRHEEESIDRITHA dynamic modeldiEA

(8) XM MF (CHIFTDFEFAETIL

PV 1> ET 5847 U2 2R MF T, FEAERFRAYOZREFHANMIERIC K > T
RS ERDIZH. INSDIEFICH U T PMF OF & FRIET LN ZEDFFE
JETEDINEDIMCDONTIE IRFFRTIEASHIRIET > XICZ UL, i8I
SOIRETI(E. PMF &R MF T, FRICHASHIREFRWVWEDD, TR
MF Tld. DIPSS TFEDEMLIIHEETH DIZZ ENRENTULND(68). ¥
FMBSEMEZVICT(E. DAEIICHITD R MF (CDWTERABRZITD TL\D,
FREIRERT T, ET hSBIT U IR MF (&, DIPSS-plus 7& &£dD PMF D
FRFANETILZANWTERIRIGETHDM. PV HSEITULZIRE MF (Z/ER!
REtTHD. Hb<10g/dL. M/IMR<10 J5/uL, BmmEk>3 Z/uL B, PV i 5
ITURRZRE MF OFREFE LU TIHRESNTHE D, INSZAVCTHE, Fi&
FRETILMRIESNTULDHY(69). DA EDIESIT (FFEAREFDMENEF
#THOIZ. RETIE. XM MF 2B DERS. Hb<11g/dL. M/MR <15 A
/UL, RIEMEFEK=3%. CALR ZENIRV\ F 9 DR, ZURIAFEUE
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MYSEC (Myelofibrosis SECondary to PV and ET)-PM (Prognostic Risk
Model Calculator) FEETILNRIBEN. L<MFERAENTWLS(70) (R9). S
%, DA EDOIXRYE MF (CEAUTEBRATE N E DN AEFIEEREEAR = T
RUTOFINRMETHD.
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&R9. TRUBHEHRMEEDO TR TFAESIL (MYSEC)

UXOEAEF =t
SMF ZRibF D i TEXRSE
Hb < 11 g/dL 2

/MR < 1575 /uL
RMEMEFER 2 3 %
CALR SBIEFERNA
B 9 DIER

1
2
2
1

Risk group

Sum of risk points (excluding age)

30 35 40 45 50 55 60 65 70 75 80 85 90
Age (years)

Prognostic Model Risk Calculator

http://www.mysec-pm.eu

X#R(70) K DERZES|H
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6. &
1) et

PMF DOFEZRET DRENERE(E. RIFRTHIZISNTLVRL, &
RSB (X —DBEIAEE TEHdDEDD. ZDBESRAEFAEICE TS
BRI ES > X (IFELTLVRN, REOFRIHEIEZE X D & SR EEMH
HEFSHE & FYEE . IIFREDEESBNEfSND L EFER (LKL B4 D
TEGICHWTRAEREE T, REIFRIREZEZERL, BE ST (THRAUIENS
BRI ERO TN Z &I,

RTIE. & 7 ([C7r9 DIPSS UK (& DIPSS-plus YR U 733EZ=BAWT. @4
DREFID ) X 75HImZITL. SAEAFHZRETD(H 5)(71). B 5 (TRIEE
15it(d. BARMRFSEMEREET 1 RS> 2018 FARFHETMRODERE 7L
UXLERBFA—THD. Fiz. WHO 58 4 IROTRETICHED> T, ELN
(European Leukemia Net)h'5 2011 F(CREFRSNTLVZ MPN BB B8
EISNED. NCCN L1 RSA 2 HEEHTSREINITULN(67).

[ DIPSS,/DIPSS-plus UXUSHE |

thpg-11J 2 7EE

\$%a-%u20ﬁ\\%ﬁ%-ﬁ%uzaﬁ

(JAK2[EEE ?)
_ L2 \
PR SERE D >657% 45-65m% <457%
l l B0 - 2BEREB0 J
TEEERE B AR FOREERID B REFEIEIRNA] EEOETE
U RE AR BECLDERE AR
JLE=vox IS MEHRRRASHE Zie
RHEEAT /O JAK2MAEE!
FHI-IL
EROEZILT
B ETA R
LFURTrR

5. PMF®DDIPSS,/DIPSS-plusic &Y R IB1EE 7/ ILTU L.
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DIPSS £ U K (& DIPSS-plus UROUDFET. BRUX DR, -1 UXDJEFT
(. AR DHE . XIFREDOH CHERMOAFNEIF TE DH (. [wait and
watch ] DFEEFHHALEF UL, B>, RBIEIC K DEIEEIR - BREPIEIR. DU (.
BREOAERD . EH ZTREOEFIERNH D HDVNFHEEPR(CHIRL
TERBEICE ENENDIERICIEU T, BROERZIRET I D. FIBEREEH
(CFITHR - BRUX DB CHE TS MF DIERERE T IFENESNIZES
(C(& FICEFEDOGSEMMRBEZERE T D(71, 72, 73, 74, 75, 76,
77, 78, 79).

DIPSS £ U < (& DIPSS-plus U XD BHECHWTHR-2 URXRDE aURD
BECEE U, BY)R R —hFE 9 D53 ZiMREROREES Mgt
ZSBA(DRE(CHIED . Fiiin, e T IREVPESHEZZRE L T, SEKIREDS
B DU\ ERIFRIENADERICLDBEZZ R T D, BIEEILNTRVBE(EE
FER (TS U CTORERDIEIR, 52 0\d JAK2 FAER. FifaROERIERNADS
INZARET T Do

Pre-PMF ([CDWTEIPSSIREZAD EFERFRINTIEE S DIRETH DN
PMF LERDURX T BHEZRANTOEREATHRENZENCE L TESEDIR
FERE THD(80). F/z. pre-PMF T, Mtz - B+ R SHASVEIEEN
MERESNTE D, M/IMRIEINHD A SNDEFITIE. ET DMig) AT (CE D)
TEYRDFMZITV. URD(TIEUTSEET AZIRET I 5(81),

2) BEDERR
(1) EAEHERMDIR I XD - -1 U X DBEDEE

FERODURIHBFET. BURD - HHfE-1 URXDBEHTHE L. MF [CKBDAER
(CZ ULV, BT DRRERFTRDIRVVESI (Hb <10 g/dL. BEiE > EihE
5T 10 cm. BmEk#ER > 25,000 /uL. @VMRER > 100 /5 /pL)TlE. #@
BIENLEX L0\, AMEKIEIIC MM/ MRIENN (CXF U CTHIRIBMEE AN N E IS
(F. I\ ROFZDLT7HEREND,

(2) MF (CHDERIEIR(CX T D8
PMF T(&. Rk #RERLD. FBE. ZFRELV>EEBERNHFSN.
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BEDQOLZEULIETED, INS(E. mikEd. BECKdEE, %
TEEY A MOACDERRECKI D TELSTNTVNDEZEZBND. DK
SIREBEIR. QOL MFF(C (%, EORTC QLQ-30 1>, FACT-Lym X177,
the modified Myelofibrosis Symptom Assessment Form(MFSAF)/X EHF
LMD (82, 83, 84), BAZEMXF0O R/ \A ROFZ I L 7R EDERE
MRAHFENDIH. WINEHREFZULWV. ILFVIZFZIEMF (CHSI£E2H
MERDEMNRZBLTVD, ILFVIUZFTI(CDONTE, BT B,
(3) BEMmICXH T DaE

PMF (CASEM(C U TIE. srmbkémm. L K=Y 1>(0.5-1.0mg/kg/
BE)YEBRIETNILEARLSND. L RZYDOS TR AERMIBRE. 1-4 &
AT, #1 20% CEMDREMNRNH5MND(85). EHEMLRILE (. BHT
(FHFY—ILGR>Y =)L) 600 mg/BHMSERAENSD (DHAETIEECINES
ARSI TUVRUVIEE - R1E8]) (86). Cervantes 5(IEMMkFHEZE/=(E Hb
10g/dL B{F D PMF30 fil(Cxt U Y —IL(R>Y =)L) 600 mg/BHZHS L.
30 iR 8 HIT(E Hb LANJLMMERILL. #had 34IE Hb 1.5 g/dL A LD ER
ZERHIZEIRELTUVD . DAETEEEAS /O (TUERSY) BAAEVS
N3 ENZL GEISIY) (87). BFEEAT /O %5 39 fl (%52 10-30mg/
H. i 20mg/B) D55 17 Hl(43%)(C. NEFOE> 1.5 g/dL A ED
EEMHFENTNSD. EDOSBWMIMKFETHDZ 25 HIR 8 HI(32%) (.
MIMKFEE RO TET EMIRESNTUND, 2L, RIIBREREZRHEENH D
BaMERZEITD, FZ. 59 REMNGNUE, LU RYA RE5TEMDHER
ENEIFTED(&®) (73, 74, 88) (GEILHN) . BRRENR < WIMKF CRVE
ML TlE,. TURORIF > EENOBMEZ R I|RE T D DB (74).
(4) BBRE (T SREEBEIR - EEAEIK(CXS 3 I

-2 URD - BURXDBHCHBITDEECH T DEEELTE. ILFVUZ
FZIM, BBIRERDTULD(67, 82, 89), Hfl-1 URTEFTH. FRAEIC
KBDEEEIRT, ZNICHDIEBEERARRAN NI ILFVUZFZINERE=ND.
—7. ENLHOHE-1 URDER I X DBF CREIE(CXH 3 DaBEzER I D5
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AlF. —REEELTE. I\ ROFZTLI7MER=ND (@IS, Fe.
J\A ROFZIL 7 CEHIEE UL EAMBEDZSE. ILFVIUZFZINZ
ReBEE U THESND ., URIHTONTZREIE (X9 e & U TORBERR ST
FRIBFIDEE (NS < TEDTWD, 1>F—Tx0> a (F. MEEMEZR
ERENTH D (OHETE @SS (90, 91).

IWFVIZFZICLDBRICAL TG, RIETIHRARD,

J\A ROF2 DL 7 DiaEmMIBEE 1000mg/BNER 78 (DHETIEE
I58h) o 9 40%DFEETED A XDHENIME5NS(92, 93), Mayo JUZw D
DERFBENFENT(E, ZAIEST 10cm LU EDIFIET. 25%L ED#E/ & 35%
DFBHE(C. 50%L LDHENDY 17%DEBE (CEROHSNTND., JAK2 BRZRL
HEBITIE, THNE(F 10% LU T LB D 2. FREESRIIEITI THD(74).
J\A ROFSTL7E. BImEI/IMROEINTD > ~O—-)LICERNSND,

FEANDIRSHRIRST (F. BRIE(CHDIERZTNESE D, BEEL L TE 1-5Gy
Z 5-10 DEITRIF SN TODIHENZOLN TDHRE 3-6 v AE—@EIET
»3(52, 74). FBECHSBEREEIRONEZBIE LT, 23 il PMF 2EHHE
FEA\ DGRBS & Z (T TeiREN DD (94). 1 O—RHIZ DI 277.5 cGy(7.5
DENDBEETH D, 23 HlF 8 fITE 2 O—RULDERIZERZ(FTZ. 93.9%
(CREBEBEORINEED SN, TDMRETF 6 wH(1-41 w B)FEFH L. K&
PRIBEIR DT RAn (L 22 4w A TH O 2. FREWER(EMmEKRA TH D, 23 4l
110 f (43.5%) (CHIRL TS, 661 (26%) T(E. 1 I—RDIREIE(ICE
BIRRMEKA NGRSO SN, CDD5 3 HI(13%) TIFEFEAYREIMAE Y H A
U, MEHRIEREZSITT 26 HlDS5. 9 HlFEDRIEENNE LR DT,
FMCHDIIETRE 11%TH D, 1/3 OREHITIEF MR (CEREALmZEZU
ERDINEMNEZHE L UTUVD, 125, ARSI OBIIMEIN (C K DRAE/KAT
B memE. >/ EEX. SREEOREIC L DHFEBEIR. £ TFROE
/R EDMEIREM (S L TE. 1Gy FTOREZ 10 D& Lo TTERAERNRST
wROaE(E. BN THD(75, 85). FFEMESMEEIC LD 14 HIDRRERSHHIDRE
T 1 I—XRBZDHIYE 5Gy(8 DEI)DERSGIMNENTIND. 93%I(ChEHE
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BEDMEIN. 86%I(CRRIE(CHE DIEIRDBRENHFSNTWNDN. IRDOFFEIEE
NENHIMET 2.2 58, 2.5 5B E—BETHD. M/, 1FBRIRAN .
IRMBkERMEIENINENEIN 57%. 50%. 64%I(CECTH D, EELRRBEEEN
36%(C4E U TLVB(95).

HERR(CRA U T, FMEACIIEDIERE. 15(TERZE I, HDVNIFEX
M7z~ 9 ARRE (T3t U C(E, IRTETE. HEIRFAEHEIRRR E L TH&RS(96). 12/
L. $ERE4R (CIMARREIR EDEHHETS. BMEASE MR < IRV E(TFRIARE
T3»3(52).Mayo U —w T 20 FR(CATHONTZ 223 HIDIREN D D(96),
MR EDEI(45.3 %). BRRE(CHEDAEIR(39%). FIARETTEERE(10.8%).
M/MRIEAMIE (4.9% ) (CX U THEIEAMTHON TN D, RERE(CHEDIETER(E 9% T
HD. EHEE 31%(CE U TVD, R (ICEF L TULVZ 203 HIDEDRDIE
Y4EFEIRE 27 - B(0-155 4 B) Tho e MMk OB % 2 Uz 67%.
ERECHDBERIERZEB U 23%. FIRETUEEZRUTZ 50%DIERI TR
ZERHTZN M/IMRBAMEDSEL 1 HIGERDHIIMN DIz, HERRE(C, FFlEDE
KA 16.1%(C. M/IVRODIENIN 22% (52 SNz, /)RR Xt 92 BEfiE A
DERFIHERDINR (FTRNEDD., BERE (C K DREEMEARDEECE M (C3XF L%
RZRHTUND, IR IEERERRIITENHDNDZ ENSG D, BfiHAD U
BEESAND, fal(cin/IMEEE 40 5 /UL ATFICUTH LR EDMHUNNETH
3(52),

(5) JAK2 PR

PMF D#IE#(C JAK2 DEEFEENMETEL(Z, 8, 9, 10). LWFNDRSA
IN—ZETE. JAK2 BMEEN(TEMHET D2 ENTNSDERBDHREDH LT
Hd. €Dz, PMF (CT B JAK2 PAEZEDHEFENEDH SN,

REMRFE SN TS JAK2 EEE(E. WINEBNDFEEYTHD. ATP &
al(CHE T EICKD. BE JAK2 ZFIR Utk E2ERADHR
1BIEZINE 9D, BE JAK2 Z=FIR9 3 Ba/F3 #ifa=#tE Lz SCID ¥ X.
L hODAILZZRNTER JAK2 #EA LRI EEMBERELL >
EI>hYOR BRIAKR KRNSO XTSI ZWITIR. MPN BEigik%E
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BAE U RBARN I RIREZAVWARET T3, BBIEONE, SFMOIERRR
ENHFBNTND, REFXTORRKAEBRDIE (CLDE. JAK2 HERICKDH
B, 2EEER. ARERD . EBNEOR TR EDRKRIERTEBIESNET 25D
D, ZE JAR FHEHROEIEDOERIZBAEK(ERE SN TULIRN., TDREA
D—D(F, MESNTLD JAK2 BAEFE(F ATP ZHREHEEIDHIC. R
JAK2 a7 IEI I DD EREERIC. BF AR JAK2 OEEEHIHI T2 THD.
JAK2 (FEMICHBIRFF—TTHDIcsh. ZBE JAK2 DiEHZ TR (CHHIa] g8
IRERIE (S, EFEEMZ BRF SN T2 2 ENFESN. MRE N FEEHEHE
ATORSEF. ZBE JAK2 OFERZTR(CHRDICIEF RT3 THDETEENN
BEW. 2 DBEDEHEEL T, PMF ORIE. RREDERKIC. JAK2 IRED RS\
—ZEPSMNC TET2 Z(FUH ETIERDECFEENES LTI ENBITS
Nd., 2O0F U+ —DEREC JAR2 DN DEBELCFEEDESHARES LGS, 1R
(CZE JAK2 OFEUNTRCAETELELTE. BEMDIBEdE=NR
WwEFEE=ND.

IITE. MF (X URBRAFAGR SN TULD JAK2 FEERIIILFVUF =T THD.
—REM(C(E. PETFADIECHE-2 URTLU LD, RUMEE - £EBERZ
BI3ME-HE-1 URTDOAEHICEA LU TEERAMNRESN TS, (82, 89).
DI ETEERRSE TR ZEX T(97). 2014 £ 9 A(ZRA N, EHIEREK
TERAEINDICED>TLD,

a. LFVUZFZT (FE&mRBimEss Td, #io 3) EREmH
HE (7) BAEAID JAK2 FHER(ICLDBE BSRODIL)

PMF. PV. ET ([C#tHT D MF O 153 fIH'EE I/ TR (CERESN. 14.7 &
AU EEEENZ, 115 fIHSEEREGEHRTH D, 76 Hl(d 1 FLU E#ELTWLD
(98). 153 Bl L (CHNT, £EEBESRR. EEIRRE. BERREDHE
BIERNSELTHD . FREDHREEH SN TU\D. CNSDEEMRE. JAK2
ZEBUEGIDHIRST . REDIEMICEH DN TND. EFR U TULZIIEDRAE
A R > JAK2 BEEEDRS(ICLDET L. EFLTLWEITUXRON
IF>. LTFURERLTWD. REMFFPEKOER JAK2 77 UILOEIE
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(allele burden)(&. 1 T 11%. 2 F£T 18%DIETHRHSN TS, M
TRE M (F MM/ MRAME BT D, JL— R 3, 4 OI/IMRAMEN 20%(C
FTZIREMDOEIRND 23%(CHBNTND, ASHIRE S (FRER R/ RIS
THO. TNIFRED DV E—RFHREFIRRITRE L TWD, FFMREEE.
TH. £EBEER. BERERETHDIN, LWINEEMTH DIz, JAETEIE 22%
(CHBN. MBREMN 2%. SEMBRBME 2%, HEDEE 6%. HIEEHD(EE
BDHIR 12%72 EDERATHD. 5|1SH\VTHEIMEGERNY. KE(COMFORT-
1 FtER) C BRI (COMFORT-2 FER) THEAT =M. 56 I/ THHAERDERZEM TS
ERMNI|ESNIZ(82, 89). MRIFVLVINE. PMF, PV, ET hhofeFE LIz MF
T. IPSS THIfE-2 UROLIE. BEfE 5cm LU EDREFIT, COMFORT-1 TI&.
309 BIAILFV YU ZF I E T S/RERICEIS. COMFORT-2 Tl&k, 219 4l
MLV ZF TR EmEDEE(best available therapy; BAT)(CEIDFF
SNz, YIESSE(EMMIMREICEKD 15mgBID UK (F 20mgBID T, F&E
T> RARA> M. 24 BB (COMFORT-1)6 U < (4 48 1885 (COMFORT-2)
TREIESEN 35%U HEA UIBEBDEIS. BIRNI> RRA> M BiEES
ERL DG, 2BEIROWE. 2EFRETHD e, COMFORT-1 Tl JL+
VUZFZIETIE 41.9% M EET > RiR1> hZEEKLIEDICH LT, O
bO—JLE¥(E 0.7% (p<0.001) T DTz, HRDIESNITAEBID 67% (% 48 3B
B CHRIRNMFH L TUVE, TEIRRX 077 (MFSAF) T 50%Bl L DeiEZ BT
FEBIE. ILFVYUZF T8 45.9%. J> bO—JLEf 5.3% Cholc. B
EPSUE 51 BRI CTORTCRQSILFVYIYZFZIE 8.4%. J> bO—)LEF
15.6% A FHIRIDOBRIMERZRH TS (p=0.04). BENR(T JAKZ TR
DE|(CKST ., T IFVUZF I (CLIERIO—>DIFIRIR(E(F &
A ERDBNEM DTz, BEDHAL - BETmEEEE 10%IEETH D, mEFC
Z(EHONTUVIR, FREESEREEM S M/IMIRHA T, BiMl(C K DEHMEEE
(FILFVUZF I TEZEBHSNTND,

OAEICHEWTE, PZ7EBREESE IHEHRE VT IILFVUZF 2T DR
RMREESN. 7aERIE 24 B R TOFHE CREESEONE & BRIPIR D E
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RMEZR SN TULND(97),

€MD&, COMFORT-1, 2 WINEEHRREARPIREN 2 FRRTOBINIREN
JIRENTLVD, COMFORT-1 Tl&. 155 FID)LFVUZF =T8N >S5 100 4l
haE#EER TH D, 96 BRFR TOEIESERI R (F 34.9%. QOL L4177
KDE(p=0.03) BHEFF SN TLVZ(83, 99)., BN TITIHON = COMFORT-2 T
(F ILFYVUZFZIBFCIE 28.5% N EET > RIRA > hEEKRUIZDICH U
T. J>bO—JLE¥E 0% (p<0.001)Tdholz, EFHRHABIFIRME 12 4 AlFs
TEDRDOHFSNTZ 80%DIEM THROFHENHFSNTLD(89),
COMOFORT-1 E#RIC, JLFVUZFZIBET(E. BEKIE T, IR, BRI E
DAEIRDNE. QOL DMENRHSNTUND, FREESSKR(E. &l & M/IMR
B Tz (84).

O, WINORBREIAO—7vT 3 FROFBBNMRESNTSD. &
fREtams . QOL tRE(FHHF SN THE D, £EFROBWEGRHSNTULSD(99,
100). LML, WINDRERICEWTE, 0> bO—-ILENSILFVYUZFZ
TEANDOORA—=)I\—HRHESNTHED, IJAO0-7vT 3 FRSRT, WT
NORMEBREI> bO—ILEFEEHILFYV U ZFZIBEANIORXA—/)\-LTWL)
Jzo UIERY 2 T RHMICEIDA T BSNIZBF TOLEE T D intension-to-treat f#
eI INFYVIZFIIBHOEFRBEDRENME Tl =ND. DIz,
RIf(C/RD ., MRz HE T, O> bO—ILBEDOOOR A —)\—D =T8I (T
EUTOILFRYVUZF I OEFROWENRZIREE UTERRE ST, 8]
RHAR 144 BRFROBEFRE, ILFVIUZFZIE 78%. =#MICI> bO—
JLICEIDAFIF 51z intension-to-treat 1> bO—)LEF 61%. JORXA—/(—
WIED> bO—ILEE 31% & ILFVUTFZIEE. 0> bO—)LEFE LR L
T. TNEN. /\U—R£0.65. 0.29 & BRRBEFRSENIAENC. £
DRR(C. AEBIRIFDIET 1 X, LY UZF =T 8EMIREDOREDME RN,
GFREMEETDCENARTTRENTVD, FREESR(E. &l & /MR
W THD. TL— R 3. 4 DOmEKR S JEFERRIEE 6 o AUR HFCRID 2-
34R) CBRIDZENFEALET. ZORORBIAO-77VI T, Fic
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12T — R 3 UEOmKEDOSEE (MET 5. ZDizsd. [FIEEDEITICK
D mERANEA U TVSDIERITIE, TRk EE U2 D M/IMRE(C K > TRS
DRI E LR TED T DI5ENHSD(99, 100, 101, 102, 103), =5I(C,
TDE(CIERE SN ERNEST 5BR T (&, 2013 F£~2014 & (CERIN 5 HE 13 hiE
BHVS 1292 D MF FEFIARIAE (CEFRSHN. 55, 1010 BICDWLWTHRIAE
(CEBEINIZRRRT — I TILFYVUFZITOLEF(CH T DHECDUVNTHE
Nz, £FABOPIYEE. ILFVUFZIE 6.7 £33\« ROF>DIL
78 5.1 % (P=0.001) T. /\A/ ROFZIL7ECHULT, ILFVUFZT
HCTAEFEROWUENNRIN RSN TLID(104).

COMFORT-1. 2 #ERT(E. MVRENY 10 J3/uL AEDFEFINFEAAFEN.
M/MEEIC KD 15mgBID 5 UK (& 20mgBID THIESNTWLVBIN, L< DI
BICRERAHEEL. REMNICIE 10mg~15mgBID THS N TWVWIIEFIN
%U\(99). —7. TDEDERKRE 111 b ABILA 7 7z A5HER (JUMP iBR) T3,
M/MREIDY 5 F5~10 /UL DIEFIEEHRSNTE D, COREBEEFCEILFVY
FZINBNTHDZENRESNTLND(101). ENSDEHITIE. 5mgBID T
G &> TLBH. TDRDIITIRS5E(E. 10mgBID £THEESNTLD
TEFIN'Z < HENTUND., BEEESEEFASHTIFRLS, COMFORT-1 (C&K
D AERBBORMEIHS 2 (C L DERMEIE LAEIR R 7 DL Z T Uiciks
Tld. BEMERDOSEE 10mgBID BLETEASAKF RO, IBRSHED
WEDRICIFAZ (AT L TULD(105). ILFV Y ZF =T 5ERMIAZ DD
INEREFREABEATDICENS, £FROBPEDCHICEFBEEFRITEREL
IS, TEBRITHAZEEFELKTBIZENEXRLLWEBOND, F/z. JAK2[H
ERDEZ2HCHIIT D & ERERNRIINDIBEN DD, FIED
BR(Z. 218 ~10 HEEEMNT THE L. AEIRICELD T 20-30mg/HIEEDTL R
VO zHATDRE, ARMMETHD. Fie ILFVUIFI G, T
fatge =Bl o 2 Eh 5, BE5H(E. B EzEaHHIIRRRIYE. B BT
ROAIVADOEEML, BIREE, FREBBRQECIRZET D. RIEFTOE
PRIBBRDI/ET(E. ILFVUZFZIDIRESTIFER JAK2 HHEHRDEIER
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BERHCOZRRWE IR SN TRV, TNIPILFYUZFZIT DEEL
ROFEHN. BEIO-—ZRDETEDETIFRNS EZRL TS, JAK2
PHEZREDAH T, MF DEEZBIET C & (IR TH DN, CNETHERENE
K THD Tz MFREBIIC, FifoiaEERIREEIZ5 Ulc. BIBEIGDIRVH~F
UXO MFIEFITIE. CNFETIE SMEREER EIFRRENGEROFILTH DO
MOILFYVYUZFZI T, BIEC K DEBIERPCEEEROWMEL T TR,
SEROWECHF CTEDITH. ELBIRED 1 DERDIZ(76,78). —A. &
UX2J MF [CDWTHE, Bf- 1 URTZEVERKRHERICH VT, BEDPEHIE
1BZNET DHRNFSND ZENRESNTUVS(102, 106, 107). KD X TEF
([CHNTE. BEPEEEEZEIIHEE. ILFVUFZIMNHEREREIND,

—7. EFEEMMARBAEREIGIES] C6. FAERTIC JAK2 BHEFEZERITD &,
JAK2 FHEFR(CKDIEE £ BEIROBENRSND D, CNFETHBZES
BDEDREEZEE T DIELT. JAK2 PHEENMMEGE L/R2DaIEE>. B
INCR D, BiEEOEMBIEN L DR XD AREEREDFRNEZ SND, F
Jz. BHERIOEBIRREDSEN S . BHERHEFR T DR T PORESEY 1 b H1>D
N (C K DBHERITEEMR (GVHD) DRAMCEB R ORAD BHIF TS 3004
HhDH . ISEVRSHIBRERFT IARETENZU(108), —F. RREWED
SEEDBIBEZEIND. LTV UF T EABEMMIEBIEC DT, £FEA
DOEMIMZBEFIERUCHARERRSNTE 5T BE CEHEN R B
RF—H1EoNDIHE(C(E. AEEMIERBIENMEEESND . BIEBEISRES (CH
VT BBAERIDILFY U F ZTEBEICDVTI(E., DEROE I IBRTARAIRER.
BAHRNERTOBRN S BHERIOEEIREONE FEF CE DN, BiEkFE
DUENESNDINEDIMNEIASHTIFERLN(109, 110, 111, 112), JLFVU
FZITDHRFERIE. 3 FET S50%EETHD. BEEIGESE(CDWTE. Bibks
HZEH TR I D2HEND D,

3) ERESMmilfEE
(1) BHEEIL - FAERHA
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MF &[E U< MPN [CHFESNDIEMERIERIMR ClIE. BITEICR I L
(CRERIEZ S CIR>TTima. 1BEHHCHBIEZIT DHBE (CERFERNRIRTH
Do MF [CBVWTE. KDETURHRICRIEZITD EFENITRTHD LN
FEEND. MF DIFE. BIEEEEEBEMED K S IRIAEIRREADET S48 T
DIEREASHTFIRVD, BIEUNDEERZRSNIE EETDOFROIBIRE/R
% Dupriez score ¥° Lille score ZXF U COFEFIMNIRETN TS, EikdD Fred
Hutchinson Cancer Center WS MD#rET(E. Dupriez score B 1 DIHFE 3 &
HEFEMN 84%THBIDICHU. 3 DIFE(E 38% EBHEDRKRIEFIFTIRTHD
(113). F7z. 20 Hld MF (S URIFEBIEN RSN RIS DIRET (S,
FEMAZFERD 1%8BHIR. JL— R 3B EOERERHE(\. Hb 10 g/dL ATD
UROIT70F—DD55, 1{EUTDHZEDBERD 3FEEFRE67% THD
DICIH L. 2 B EOBEEICIE 16%EETLTND(114), TDELS (CEIE
HOBER (CTFENMAARRTHDZ ENFRENDAEHG. BHEaREZEIRUIC
BEEFEMRTHD EVWDI|RENHD—7. 1990 FH5 2002 F(THMIITT
MF (Cxt UREAENN TN 25 BIDHFINSDHRETI(E. BHERID Lille
score I' 1 LT DIBED 2 FEFEK(L 48.6%. 2 DIFEIF 28.5%EBREZ
T TUVRLN(115)s L EDKDIC, BERIFBICLD YR TZ5Hi L. DIPSS ¥
DIPSS-plus THE-2 URIMU EERDTEHBE. HDVLE. K - PR-1 URD
B CH. PRARZBAQZEAMRNDRITORE Y X T8, AR (C_Likd
FI1THA - BE Y R UL CHHY T D MF DIEEARIZY ZAMENESNZIBE. 45
(CHRFAEDBZS (REMMRBIEZERE T DINETHD(72, 73, 74, 75, 116).
NZZFFIDIREL U T, BAENEEITTH DN 65 mAKimdD PMF438 Hld
FEMTICH LT, DIPSS UXTR|(ICEEES M= Z (T TTAER & . BAEL gt

SARZEZTTTEBRIDEMIETC I X OZ R I D & K - -1 URDEFCIE
FEIREE MHRERBAE(C K DNRR T 1w RRH SRV, FRE-2 URXILETIE
BHSNTULND(117). D, CIBMTR h'5. 20 FLE 70 mRkiEdD PMF/ZRi4E
MF (CDUL\T. 2000 15 2014 F(CEfisNZREESIBRISHE 551 fl L. BiEz
SHEL TLVRL 1377 FICDWNT, IBHHARIChRME 6 4 & READLEB N R SN, BiE%
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1 FRRTE BIBREHET DI, B C. SEFHME<2DN. BiEE 1 £
BE(E. PERFRBETIVCEDHR-1 URIU L TEERFSRABEMENTLZ(118),
Fio. BHEICRKDIRRT 4w MME URITNREVWETKDIEEE E/EA>THED. FE-2 Y
RO L. Fiz, F-1 URTITE, —BIDOAEHITI(E. BHEICKDIRNRT v b D
ERBIHND. DIPSS-plus ([CKDHR-2 URTEFHCH T DEFHARIDOPRIEL. [RIRT
2.9 . DHEDERFITE 3.5 FTHDZENSE4). URIDEENSHIFEHEREA
DHITE LT AR EBHR-2 URTUENEIGEEZ B5ND. 2015 F(TFEK
=1NJz EBMT/ELN(European Group for Blood and Marrow Transplantation
/European LeukemiaNet)ERD—F+>00)I—T(CLKD A HBRLR—
hTE. PMF (C3 9 S EBEMMBIRIBIEDOM RIS (L. 70 mAKRi@mOHE-2 U
RAOBE. BYRDEE 65 mARmOf-1 UX DT, Wmikir. RIEMEFER
>1%. FEAEBREIR., triple negative DFEFI. ASXL1 ZEBZ M4/ EBIMF N
DRATER I A DBENETSNTLSD (%R 10) (108). RMERIMEANZBITLTH
SDaEskEEREEMMBRBEZIT O TEETNDHTEH LWL EMNS5(119,
120). BIMRANDBITYURIZRHNSFHEL CTHEK ZLEEFEDHTEE TH
D, RETE ZLDOBLFEENMNEESN. CNOSDELFERBRETRE
DOHEBEIASNNCENDDHD. RO FETRS T LADOFEEFDIERPT
BICMX T. AIRD K SIC MIPSS70 (Mutation-enhanced international
prognostic score system) X177 X7 /A(64). CNICRBAREEDIBHRZIM
A1z MIPSS70-plus = X7 A(65). 2BAREREELFEEDH T, BEKRFTIR
ZEFRRNWRAD772 A7 GIPSS (genetically inspired prognostic scoring
system for PMF) (66) BiRIEESNTLD., MERDRAIT7 S RATATIHEIX
DEEEHESNTWZIERCE. BILFERBIWNSHD & L FERAREN
WIS T HEND T EMASHIICESN. EREMHAREBIEESZ HIR T DR
(CF B CFERBRZSORINIVE THD T ENRSHITLND.ELN2018
(CEDAEIEIHTE. CALREESY (T, SRSF2ZR, TUTHICHM-1 U
AU TIFASXL]I ZEERDIRFRZHR T D EELEH S TLND(67).

42



& 10. [FFEMEIERMELE (CX 9 2 RES MHSHED I SIS

70 mARmOPE-2 YR T8 &' )X D8¥
65 meARimDHRfE-1 UXTE(CDNTIE
E I AKTF
FRIEMEFEK>2%
TRARREIR
Triple negative
ASXL1 ZEFE

EBMT/ELN ERD—F>JJ)IL—T(CXDT> BRI LR— hKDERZESIF(108)

FEAERFEERR (C DUV TR, FEFAIEREAMRVLAY, KBS 60-78 mDEFME - —
R MF (O3 UTiToncEf@EESmMiEZiE . 2B 100 HAET 13%. 34
PHEFEKR45%, 3 FHIBEBAETFR 40% EDIHENSH D . EFLER(C/ 17X (E
HDEBDONDIN. COImRE(E. SHEDRVEERAE T, bR X D (CEER
TEISEBORBIRK(CIRDBB T EERELUTINS(121). DHETD PMF 02
WrBFEF i DPIME (L 66 k. 9 1/3 DEEFIE 70 A ETHD. EBMT/ELN D
J>t>2BRLR—B(108)TE. BIEEILNFID LRE 70 REEESNTH
D, HCT-CI A7 PHEFESHIEREZSD TR HUETH D,

(2) EiEBHEICHITDFERET

FIBIIEI D FEE T & LTD DIPSS, DIPSS-plus OERMEIC DN THR
HEncTnd., 27 NUWDIL-T& EEEmffileiEzsZ iz 170 fliCDu0
THRAT L. ERRHARIRYE 5.9 ££C. DIPSS R X U8F, fkl-1 B T34 FHA
BIDHIUE(SEURNVD, PRE-2BFTE 78, 8URTEFCT25FTHD. ¥
HERSAE N\ FSAERIOD DIPSS U XU TFRINIEE TH D EHME L TLVD(122), £,
RAWDIIL—Th5E, 76 BIORT. 5 ELEFELE, DIPSS-plus DIED
R IFE 100%. FIRI-1 X8 51%. -2 UX IR 54%. & X208 30%
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EIRESNTULD(123), =52, INSERARPAIR(CINZ T, CALR/MPL LSt dD
RSAN\—BFEEOEE. ASXL1 ZEOBHE L\ O LECFERBRZM
X IEBHEEFE TS X5 MTSS(molecular myelofibrosis transplant
scoring system)EIRIBESNTH D, 5 FL2EFXE. B X DUEf 90%. Hf-
URXD8E77%. &' )R 50%. BEU X TE 34% LIRENTLD(124).
Ffz. BMT/ELN ERD—F>00)I—T(C LB HBRLMR— KT 7/
mikEmm> 20 B, BERE> £ANEST 22cm. HLA —EERRMUND R —.
Performance status>2. HCT-CI X17>3 ZUXUAFEUTEIFTND
(108), XM MF [CDWLTIE. EBMT —4& &\ cEiEEmfiaietE 159 4l
DTSR TIE. DIPSS URXTBHMLDE MYSEC U XU DI 8B T
BOFRCBERTH D ZEMRESNTLD(125),

(3) MF (Cxt 9 2 EEE MRS DE I

BREOIRMENZRTH D (CEMNDST . BHEL o EmErHe (LS EE
T. BHORMIEEES T THHUU LDEF THEMNHFSND ESNTL)
D, Ffz. EBMT 7 —H(C KD 1995 FH5 2014 FO (CABEESMIEREEAE
=T CHHEE 2 DR TER LU TULVE 1055 BIDEET T 10 F24F (&
74%. 10 FHREF(E 64% ERIFCTHD(126). CNFTDHREEHNDET.
EFEE IMAAREFEAE (SR FE I/ IR MF OaRAEEERDEBDI T E(FBHESMNT
o»d(111, 127,128, 129, 130, 131, 132, 133, 134, 135, 136, 137, 138,
139). UM U. MF (CX1 9 2 EabEN AT E R ORESMMAREES. BHEk
EIETEM 30-50% /N ENERETH D BNICTHVNEEFE(IE 50-60%
(CEEFD>TND, FLHEBRNGEIME (CRIET D END. BRRIENFILED
WS (CIRD (K WEFIEZ < | &b T3, SAEREES N K DRV EREIFIEE
HIRTLEBE R DIBPHEDIRENZ L) (140),

MF (Z31 9 DEERBHEDF & F > ITHIHADIE S UTIE. 1999 3 EBMT,
Fred Hutchinson W"ATZ> 45— ZEVEBRHEMRRICKIDIBENEITSND
(127). 1979 £EHMS 1997 EDREIC MF (T3t L CRIERBAENTHNZ 55 Fil (4
HehOUE(E 42 %) T. D5 49 K HLA —BUMiGE BB Th o o, BBl
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&(&. TBI ZETLZAM 356l TXILT7>2ETLZ AN 17 fIT,
GVHD FBhlE. 47 FINNSOO0ARY >ZELL A TITHN TS, 4 6lE
BAER OEBEDOFHIABICIET U, 1 Hl(2%) TEBAREZ 72D, KD D 50 fi
(91%) TEENROHSNTULD, BIEROTA 5 FEFRF 47 %, BEARY
NAETFER(L 39%. BBFE(E 13 51(24%) T, BHE 1 FLARNDIBHEEEIET(E 27 %
THDEe MFICBNWTE., BOHREBNHESN. HHHTRIBEFNESN
DT E Tz, BHEIC LD T, FHLULDRERIT, BRERHE(LEERNESND
ZENRENTZ,

TDOROEABBIEORNRRAMEE LU TIE, 2010 F(C Center for
International Bone Marrow Transplant Research (CIBMTR)(DF—4/R—2X
ZFWZ AR ORROIRENEIT 51D (130). 1989 F£h'5 2002 £
F CICHEATSNIC 289 FIN TS, FhHIYEE 47 &= C. 162 HIHY HLA —
HERREEBHE. HLA NESIFERBEN 26 . JEMFRERAEN 101 FIT
Hofc. 65HIT. BHERIICHREMNEI TSN TS, BHERDaE(E. 20-30%T
FREIFIRNAAENEIRESN TV D, IFHEkDOAEEF. HLA —EEREZE
T 95%. FFMFEMBHET 83%I(ICHESNTLD. BHER 1 FTOREEESE
(& HLA —HERREMEBIET 27%. JEMFRERBBIET 43% THo T, BiER
5 FTCOBEFER(E. HLA —EHFEREHERBIET 32%. FFMFEMBHET 23%. %
HB%% 5 FAFEE. HLA —EEREERBAET 37%. IFMFRERBBHET 30%Th
D7z, 2% GVHD(II-IV E)(d. HLA —EEREEIFEHET 43%. FEMmiEE R
T 40%I(C. B GVHD (&, HLA —X[EIREMEBHIET 40%. FEMFREBBHET
32%(CHBENTUND, BHERIOEE EAEARE. BIERIOHEE S5 AENE
BF COHAM (C(FZE(FH STV, BREFFIIENRIALE T (S, Bk 1 F£0
TAEEEIETER 15%. 3 FERAFR 39% C. SR aLE & Z=(FH 51N
IR oo FEMFERBAET (F. BHB1R 1 FORBRBENEILTER 49%, 3 FH
REFE 17% ARVMERIN A SN TS,

DAENS(F. WMESHBAREMHMRBIEZFS —TbtEREET -5
(TRUMP)Z FU\TZFEMTHER Z 35 U CUL\D . PMF (CXt 9 D #ILOIFSHERNE E LT

45



(F. RF—=Y—=XRFBIC5FEFRG. MFEHE 63%. MBFARHEM 43%. FEM
e 41%. FBEFI (2FEFXK) 36%ERDTND, ZEEMNTIE. R
— YV —R(IBEREFCHEREREFELLUTEMEENT . PS>2 HFRERARR
FELUTHEHENTLD, ERIFRIRNBENEARD 76% 7 H6HDH. BREE
IRAVFSHE IFEFIET . DEFICEFHFDNTLVAL(141), TR AES (.
TRUMP —4&ZEFH L. 1993 M5 2016 F(CHEITENIE MF 224 IO
TEREIRE L TLD(137). 2l Y — X (&, MIFERE 10%. MFEKMHEM 21%.
SEMiRERE 41%. JEHM 13%. €D 15% Tk > fz. 2% GVHD. 8% GVHD
DS (CEHERY — XA TEFRS, BREE 14T 11-17%. 4 FT 13-24%
THD. IESTHRY - XA TEFRSNMN DTz, RF—VY—-XRIC4 54
FR(E, MFEHE 46%. MGEKMEIM 48%. SEMBFER 27%. BRI 48% &
FD>TLD,

MEDXS(C. BRDIRELN D> TEEBNEFSN. # 30-50%(CREA%E
FESND. —7H. EBARZR(E 2-25%(CHESNTUSD(129, 142), £EFE
(CRANDEF & LT, BABRIOTRARRZEIOT > (ATG) OfER. FFMmizE
FRIEREZET TCVWDIHREEH DN, REFTOEZIEEFREDYR IR
F(FBASH TR, Ffz. MF TIEHEZ S < BHERIOFEEER(CKDREDIZH.
e DOIEE. &< (CAHEEEREFDOURINENEESNTNS.

(4) RFr—&R

HLA —E(ERENESNDIELE. 24D 25%FZE TH D L < (F3EMmix K
FT—NEOBIELED, FFMFERBIETE. HLA —EEEHEEHE & BF DK
BHAESONDETDIREEHSNDN. CIBMTR {2, MPN-Research
Consortium M5 DIRETEHDND KD (T, BHERDOEEREEFLT (. HLA —
HERERE SRR U T, FFMREBIED A HVEERER T DU X INENE
I RIWMENELUV(128, 132), F/z. EBMT h5DIHETIE. HLATE—EHRF
— ER—HRF—TE BHERIFBFRIET(E 12%%t 38%EA—HRFT—TH
<1I&3(129). ZILFSE> . XILT7S2IC, FEMFERBHET(E ATG Zil
Z e ERBIFIRRI AT AR (C K DATmEiHER (MPD-RC101) TH. FFMiFERTE
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HETE EBFAENS L. £EFERBEVVEE. HLA —EmiE k—LSin 5o
TRERAENME N & T DIRENZUV(133). EDEFA TR, R —(CXDHBHERK
BDE (NS IEDTETM HLA A—BBEME R —h S DBHEL, kA&
LCTURIRBENEEZERSNSD(124),

DA ETORIETIE. MESOBREMBREBIEFS— T tEREET —4
(TRUMP)S =5 ZRVWCRHOBFIT T3, BIBRIEBRIFIETDOIXIRAFEL
C. BHERIDSEDEIN, R IBIELREMIE SN TS D, BHMBERDOER
AR E UTRIVENZ N ENMIRESNTULD, 22U EIRTDY R TREF &
LT iRy —R(FHESNTH ST HLA —Emigk R F—HF 51730
HaE IFBFREILTOENMEHFSNDEDD. HLA —HFFmiEk 3 —. A
(FEIRRZCTRD ARSI TULD (137, 141). HLA FEEBHEDIREEH DN
DM (143, 144). HIFSTE. TEFT>REPERL D RF—Y X LR
UTZHRE(EH B TULVRLN,

(5) BRI

MF (SLEBH SRS (CHRAET D ENS, BHIEREFRTRMNE VN EHHEE
12D, AERBEHES N K D AMEOBREIERIER BILE (C K2 RES MmililetiE
WERHENTEe. BIRIRNEILE & IFRIRMBIALE 7 L8 U FoRib) & ElER
(FFE LIRWVAY IR CIIME (CRHERIEDZE (FH 511 TUVRUN (128,
134, 145, 146), SREIFMIRAIBTAE (G, BEBEESEN L DMRRB L
MEF TE D0 BREIRNANSE SR U T EBARAEMMPPZ R ETD
#RE"(128). I UEIFBFRILTDETAESNTLVRLVEE, MF (ST D
BRIERIRENAROME D T (IMRFIERE CTH D 2. EBMT hSikE=NT
2224 ZDOARRIRIFETIRMIEENT(C L 2 F IR NS & SR IFIREIATE
BOLLR T £EF(FMEF CREFERAFETH DN BRI AER CHI NI
BREZRMEVVERINRSNTED. T+ v MIEFHEHTE. SRR ENEE
(CKDBHENEF LWL EFERSII TS (147),

MF (CX) 9 2B FIR BNEERR DS MERBAEDB BN R 2R UTZE]
[ EHEROBEREIRE SN TLSD. EBMT ([CKDZhERIEFISE I 1HKER T (.
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MF103 #I (RFM4 63 fl. XM 40 flzE&) (LT, TRILIT7>
(10mg/kg). FILFSE>(180mg/sqm). ATG DHEIEREIC K DEHERMEN R
HEINTUD(129), FlpPIUBE(E 55 % CdhD. R —(FmigEN 33 Fl. 3E
MmiFEH 70 HIT. FPEROEE(E 18 H. MIMROEE(E 22 HT. 2 HlIZER
<EHITEBNEBOSNTLD, BiER 1 FOIFBRIETEE 16%. 3 FHEFERK
(X 22%. 5 FHEREFRIE51%. 5 FEEFEQ>L 67%THoE. FTERAERE
F & UTHEE S55%U L HLARBESHEIT 5N TS 54ETR 100 HT 69%.
BtE’ 1 F£T 93%(CERDIRMENERE U (KFFHKLUTLVZ, FE.
Myeloproliferative Disorder Research Consortium (MPD-RC) 101 (&. )L
FSE>. XIVLT 75> DHF ATG (KD EREIEIRMNRTEERDRIE =R
T. 2010 F(CHHEBRFINIRE SN TULDN, FIFMFERBAET(L. JEHEREEL
T 49% EE <. FRFFRIRNBIEDIRED R —YV - XROEEMZIHRELT
LB(116). BARMBATICHWNTE. JILISE+AXILT 7S ETIVFS
E>+TJXLIT 72D T, £EFOEIEEATFICERRSNTLVRL(138,
148).

MF (CX) 92 RS MR BHEDRIE & EHER (LR SN TSI EBEIIIBHE
AILE (ZEA S TIFRV, BRFFRIEMNARLE T JILISES / TXILT 7
SEULE TIVFSES /AT 7 SURECANSN TN, TDEER
581, INSITEMT D ATG PESRETHRBROES - 58 (fR&) 12L&,
FEFRITRFTINEZREN L,

DHED TRUMP —4F TOfEMTTIE. MF (CXTDBHEDSE. BHEFEMRIE
HRTEEN, A0+ Z 50D, SERIRNFNaRE . IFBRTET. &4
FICERJHFSNTLVRN(137, 141),

ZDLDIC, BREIFIRIRDERER (S, BEEESMEN L DR <IRD T ENES
FCEDN. FEIREN - IFIRMADAEROWVINICENTE, :BIALZA>
(FBASHT(ER<. EBMT/ELN D—F>00)L—TF(CLDA PR LR~
N THHEREBE(FEFH S TLVRL(108).MF (CX T DIRIERZER T D &
SEREARFUEREEEIERN R SN D AIaEME (HME <. /NMRRIREIM S HERTR
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AR ASTEFIRECKDIMREZIEHER TV MHENHD D EBONSD,
(6) EBAE(CH T DIBIERIDNVR—Z AT S

ERDLD (. MF (CX T DEBSIHEREHET(E. EBEARE(E. 2-25%(d>
B5NTULS(129, 133, 142). £EEARR(CRANBIET & U T, BEbIRIHL. IRE.
AERIOOMIMARTE. RAEMEY 1 b1 > BHERID ATG OfER. FEMGFEHETS
ENZFEITENTND, T, BiEE 30 HFAOBE(ZIIES T >10cm)Dik
FEEEAEZDURATAFE U TIRESHITLD(149). EREEMHaFSHER](C
fEREY>. BERE D/ N HARF U CIEaHRER B & e T U IS S OB B FE. 417 (C
RIEFFTHEICDNWTIE. —EDRBHESNTULVRW, BT BRECH LT
JAK2 BBEENMANSND ZENE L BHERINR— X2 MMCH T DHEIEE
BRI DEE NS <IRDDDH D, JIAK2 [BEEZRIERIEE & DEAHADH
S5TRAERERORB LRDED EBONIN. SEBOBRFIHVETHD(116,
150), F/=. JAK2 [BEFETEY 1 XD ENIMESRMN D IZBE (CX 9 D%
DIFENC DWW TCHERKR TERATH D,
a. fEpg

ABRIDFERR(C DWLWTIE. &Ed CIBMTR S DIRETIE. BHEREFDIX
E(EIHSNTULVRN(130). —A. RAOVDIIL— T (SBIBEF TERNAZ &
HwELTLD(129). U YA XDKSIREFISHETHNZE . DTz
BRENGS <D EBOND, BHERIOMEE (B EROSEMEIEN RN EH
IRSNTUVDN, ERRFEMEADESHIE. FETRNZ Uz, BINDZ < DA
RS> TIFHERSN TR, RO EBMT 50D 1195 IR T (d. 202
5l (16.9%) THAERIICHENAEITESNTLDIN. BEOBETEREFICER
FHFSINTUVRLN(151), SEBETUEORRRE (CXt U CTHERR (EIRF (TR D1ED M.
REGIE (CHIMTA NE TEHS(130, 152, 153),
b. RRERSY

BABRIDIREEST (&, EBMT/ELN D—F>00)L—F(C LDt HBALNR
— hTIE BREOHMR EDEHIEN UL UEH SN, BAERFEREZEDIRE & 7a
DIZHER LR ESNTULSD(108),

49



(7) #4ERID JAK2 BER(CLDEE (6. /B (5) JAK2 HEER B8RO
&)

EfEEMMARBERIDILFY ) ZF =TI DIKS(CDWVNTH. BA RN
AR EHEBROMENER SN DDHD(140). LF VU ZFZIRESIC K> TH
FSNBDZ LG ERIREBONE (CLDIEFBRILT DR IIEDHEINCKDE
BAREORD . REEY A O AFICKDEBARES KU GVHD URTID
RAODETEND. =75, BRERSINDIAEERELUTCIIILFVIUZFZIHESKE
T RFORERAE(RET, ISMMEIHEDERE, BREMEY X T DIEKX. BHER X BIMRRIR

(GVL) HRDBALENZEITS5NSD(108, 154, 155), D&, JAK2 HEZED
5=z Iz CYERES MlRBEZ TS/ 100 Z2OESHRAEET T,
WYV ZFZT ORI IEORAEFILERIEET 6 BUEZEWIBEI(C
discontinuation syndrome MU X IR E<IRBDZ EEMNBAS M CEN(111). L
FYUZFZTIOHIERHASFREINE,. BHERIEHERNEZE(CERATE DA
RN RENTZ. CNETORRZE E(C. EBMT/ELN D—F>200)L—7 1
B RALR— RTE BHERID JAK2 FAEE(C L DEBENAICDVT, fFIR
B I DEBEPCEBERZEE T DIBRECHNT, TOFEAMET NN, D
EEBER 2 v ABICHIE L. RAMAZE THEL, PIERDUINT> hz
B TDIZH(C. BAERTEEE 5 ~7 BRIW\SREZ /G L. BAEanaEaI R (CHR I
IR EE, BHSNTLVB(108). TN, MPD-RC114 5ER(C L D AiM =i,
BRNRE SN TS, MPD-RC114 E&(E, BHERTICILFVUZFZIZHREKR
MAZET 2 »AKSL. 4 HETHREL CRERTERZHIR I 53> JIL7—
LDRERT, £EBEFRE(F 16%. IEBFILT(S 28%. =% GVHD (3 64%. 184
GVHD (& 76% THh oz, COIREE - BEETIE. BIERDARICEZE(CILFY
UZFZIJZMHAOZ ENTED I ENRENIZ(136). =5, R1YDT
JL=THY 159 Bl MF (Cx1 9 2 &3 FRIRRAIARE (C X DBHERKRIEDEH R
TR ZHRE L TLDIN. ZDDE 29% CHRIERICILFY U ZFZITH4%
SENTHD., 52DPIUEFE 30mg/HT. HFHESHARIOHRIYEF 4.9 4 AT
HoIz. IFVUZFZIRESH ISR TE. 214 - 8% GVHD D

50



A, IFBRIET. BRX, 2AFICEFIHFSNTH ST, BiEgID/LFV U=
F =T (IFEIEERIE (CRDEEERN DN, BT, GVHD OFRIEEEDET
PIEFRIFETDE T HEH SN TLVRLN(139),

ZF/=. Shanavas S D& ENERAT T (FF8HEHT (C JAK2 [HEEZERA UIZIBE.
DIPSS X7, RF—HATEEBIC JAK2 FAEE(CH I DRI FEEF
EIRBDTEMNRENTD, JAK2 FHEETIRAN (CHEN RSN TULDEFCIE.
2477, IEBFRET. BRIRGVINSE. JAK2 EERFERD(CAMRANEITL
EBEDBELL. BIENRAZZEE I IRICESE LRDIFRTHD(111). FIL.
EBMT MSiR&E=NTZ MF (X9 DEIESIHAFSHE 551 FlDRSHRAIRET T
(F. 227 BN CILFY U ZFZIRSEN SN TLDIN, BHERID)LF
VU ZFZ ISR EERIEZFB(CEaDRE TR Y1 XH 25%
U EHNUTZBETIE. BANRD bR, BREOUENHDSITLD(109),

BlEDZENS, ILFYVUZF I (CR> TEFIERONE. [EREDREN
HIFTE3E00, BERICILFYVUZF_I#FERT I ECKD T, BiEE
BAEN @ ETRINEDMCDVWTIFIEST > IAAESNTULVRN, Ffz, Lilkd
KT, BBRICILFYVUZFZINEN L TUVDRHEAD S D FABRAEN K U
ZEAL)ILFYVYUZF 2T D S#MEGEEN 3 4T 50%2E ThDZ E(103)
IREZER LT, BHEAID JAK2 AEFEROES. &SRR OBHERFEIDY
Wiz 9D ENkdS5ND(140, 142) (K6),
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EEDOEE

fi’ﬂ-ﬁ”ﬂjg EEE Fip
JAKIEEROEE Performance status
S L Bl s il
=BT
hE==) i =Ny = /\77’( w t\
. . BLTEE PE AR FLESE - FfiS T =T
p gtk nEkEE RED BELRAHE

EENERET=23 TEkIEER

ZiERTF

UAD
FHIEC DU ALY
TERE
QOLDET
GVHD - REZMiE

QOLCDﬂS{i

JAK2PE=EH]

szate7 L NERE. EEEm

6 BEERMIE(CH I D EES B REDE Tk

4) $HRIPIN CTDIERE
(1) HIREH

FIEFEDOPIUEN 66 % ChDZENS., IHREHFMMHTENT, IRES
FEAERSNAW, MPN ZE&HUIEIRT(E, MARAE. RBIEREARE. HE
DURITHENT EQRESNTUNB(156, 157, 158), FEHRET(E. MASKEDTF
BAiRx . ET DFHA RSA > (TadIXinMERENS(72). MPN (CBIF2DE
HIEIR(CXF T DI (CDULVTIE. NCCN (National Comprehensive Cancer
Network)J-f R=->. ELN(European Leukemia Net)Z - R=->(52).
ESMO(European Society for Medical Oncology)i-f RS> (79)(CEE& S
NTVBIEFEN. ZL DR TEIRRSNTWLSHY (157, 158, 159, 160). L\

B, DEBIOEERFT DR SRR (CEDNZEDTH D TEFTVXLA

ILEE LK (FIRWC EICEBRITDIHNEND D,
(2) 2MEBEMEADBITHIDEE

MF S 2tEx b U CREBMRNBIT UIIBE DO FRSBHTE L <. L
HYEBIERDZ RS RIVAZ T (. AEZEEDOBEIEFZ U < EFEEOHR
fE(F 2.6~3.6 ¥y ALIHENTLD(119, 161),
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BiEdEICFin CHhNE, EREmEREEZERE TS (72). PEHITEHD
A SEEEHERMRICECCEREATECLD ., ERNESNIZRRT., &
PhCEESMMEBEZITI D KD, RIFEROIRENHD(162).
BEENL VR TORIEL. BRI XA TMBH THEL. Mayo-AGIMM HE&(C
KD 410 BOBAHRNFENT(E. EEBEZZIITTIES (24 B)D 5 F247F
LK(0S)M 10%. EfFEAE CERRICEDTCRERIEZZ (T TULIRVVER (24
£)D 5 F 0S (& 13%. BEFEMNMESNTBIEZZ T TULRUVER (200 &) D
5% 0S (& 1% Toh o fz. TEFZNDIRWZHEIRICITEBNIRETH DN B
FREANBENEZN U TCTH. AERIER L TE. REAFER(EHLUW EARE SN
3(119), BAHBRMFERTHDN. MF (X9 DEESIMHARBIEDE S LT
(&, SAERESET. BREREVWINESVEDD, BiEE 3~5 FOEFEREH
20~30% EESNTHD . EREBHEFIRANEERERDED ZENNREEN
B[3-5]. BHERICERETHD LN BIEROREITFR(CEET DIMCTDULT
(F. BARNER(CL > TR ITRENMESN TV D,

EfRBAEEE U TE Mayo-AGIMM BRT(E. AML (CHE U2 N bFE
BT UTCIZEDERZR(E 35% EHMESNTLDH, Lo TZABRENESN
TEZLDIEBIFERNAHFSND(119). —A. MAFIUEEITTZFZ o Z1%
S UTZAERIDE SR T (E. ERHR(E. BHKE 32%~62%THD. —
EDMENMESNDN BHMEFEERER(C. SWROFHHAR (3R <. £2<D
FEBI B - BFE I SD(163, 164, 165), LDEBlDHRET. TEF>XICIFZUL
We LTZMD T WINDBEICHWTE. Filz/atiEDEEDRFEN RO SN
D. RERESNIZ MF BITHAS KURMEEALBAIICH UIILFV U ZFZT &
decitabine (OMETIZEILSY) EDHAERKRSE [ HERT(E. EFHEIEFYE
(7.9 7B EVDERHRIENSSNTED(166). BIBEETDOI US> JiaEE
12D1ED. BCL-2 HEEARR NI SO XRICDWTIE. DEBIDEHSRIEEFTT
(FBD DN BAFIUEFEEDHAICHWNT, —BBDAERI(CH LT, FEERIEERT
DIV >0 EUTERRAIGEENRENTULIH, BRTEIEST>X
([CZULL\(167, 168, 169),
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UEDZEMS, MFASRMRIRICETURGE(C (. SERMRICED
TEBAIMEFEETE, HDNE PSS FIUIRRNISOXRETERHEANT
1TV BAERJREAESICIE. EESMMlREBIEZE R T 22 ENEE UL,
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