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1) FEAER
2) YFFELELS

or

3. EREARFTR

1) BRARIEIR

2) ¥IEZEHRE

(1) >R4HM

(2) FFAZHE

(3) BEEZFR - AR

(4) RBMMRE

(5) FSAN—EBLFER
(6) ZDMMDERFERE

=]

4. B
1) 2k
2) BRI

5. F&

1) F1&

2) FREF. RN
(1) Lille 548

(2) IPSS

(3) DIPSS/DIPSS-plus



(4) BITH /BRUXRX DA

(5) BHAES

(6) DFEMFHIRD

(7) DL EDEHCHTDFETRET)LDEIL
(8) TIRMERERMEE(CH T D FERTAESTIL

6. JAE

1) JAEAE

2) JAEDERR

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

(3) BM(CX 9 DEE

(4) BERE(CHEDIEEMEIR - EIBAEIR (ST I DA
(5) JAK2 PHEE

3) ERESMmilfEHE

(1) BHEEIL - FAERHA

(2) FAEBHE(CHITDTFREF

(3) BRERRHEE(CX 9 D EBEMMBHEDBFkIE
(4) FF—iFER

(5) BHERTER

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

4) FFRIRARIT T DIER

(1) WFEIREH

(2) SHEAMB\DIZITHIDEE

SER



1. ER

EREERHEE (myelofibrosis; MF) (&, E8ICIASERRHACE S T2 ITIRRBOIEFR
TH D, EMmFHRL NIV TEULELRTFRE(CKDRIET DRF M EHRM
fE (primary MF; PMF) & E08ER(CHFE 9D IR IEBRERHEE (ZXE MF)
(CoTEND,

PMF (3. BREFR CTE&EEFAREKRMERNIEIE I 5 B EIEIE 4 ES
(myeloproliferative neoplasms; MPN)T& 3. 185l Jc ERERYBEERKN S E
FENDEL2OYA b+ N\ EREEEMRICIER L. BREOIRHAL. MEE
BROBHEL, BEIMEM(C X DER. E3NEM. R TORBIRTRIMEKDHIR,
BIRSFERIER & DFFEI/MERRIEIRZ 2T D (1),

R MF (3FEL DIRZEB(CHER T DN, BEMARMEENE (polythythemia
vera; PV). AREEMEMM/MRITEE (essential thrombocytosis; ET). BREEAZMIAE
1%&% (Myelodysplastic syndrome; MDS)REDMBERRE(CHEFRT D END
LYo

2. % F
1) FREX

BESEBRFHRE#IE HEPRBFIRARER HRMEMEEZCAY
SFHEAFRY (AFRAERE BOSBE. NNECE, JVEFRN, BINER, FHE
. =B F) [F. BROBRFSFBEMRNT7 >0 — MEEZITV. 1999 15
HIME 78 PMF OEREREZITD CTL\D. 1999 M5 2015 F0D 17 FMEI(C. 782
PIDFRVEFIDESFMN S Dz, UL JERTOFRER (FRE 10 AL L A) &
BT D EDIRMETH D, KEICHIFDEFMAFRTIE. PMF OHEEFRAEIRE. F
FAO 10 HABED 0.3 AEHBESNTHD(2). cNZzOLEOAO (1.27 8
A 2016 F) (THMET DL BEXTEMITABERLELRL. 380 ALHESN
Do
2) WFFEFD



40 RARTBDFAE(IBHTH TH D, FIEFHDPIUEL 66 % CTHD. K1

(U DERIEERY .. Bilt 0 B
(F2:1 &0 BHICSL,
3. BRERFIR = =
PMF DEAREE(L., BEDLE i w7 e ;
IRIL E ZNICHESBIINEIM T FES S LSS
. BRBYAY(C(ZERMMGELR. FFREpE(c | B 1. DO EOIHRPMFZUREF DO kS

5 IEEMEIR & 3R (C B Z 252 U RMBIIRIEA CRBIARMmEK. BIR3F
EKIEDPTRA>, IEEMAE2. TO—1RA CERIEEZRHD EE MFZ2EED, B
BEZFRINRE T (3. RIHRHLEAT(IIREIRIE /MBS ©H DN, EITIT D &, dry tap
THDZEMFEALTH D, BRERTEMODILEMRIEENIRHEND. F
Jo. BRRICERUTIE. RS MF Z#5I 3 2 mEN DD,
1) BRARIEIR

# 20%DIERI (S, ERAREIRZE R SBRADME(CRE NN, 40 %DfiE
B, R (CLAT (SR K DM S DERFRIEIRZB L TLV D,
(1) Brjiek

TERD D EREZV\ONENZE. BN, BERREDBIMIEIRTHD. ZHikF
DEEDDSEH 20%(CRHSND,
(2) FEBBAEIR

RERE (CHE D REBRR MR, AETR/R EDREEMEIRZ ] 10 %ICRDD.
(3) HImAEik

SRBE. BRI EDHIERZH 1 %(C3RHD.
(4) RERD . FE. BT

NSDEFIEIRZRK] 10%(C5RDD.
2) YZRE

PMF DZRR (CHBIMREZR 1 (CRT



& 1. FRMEEIERMEEDZIT CREBIIRE

1. IRRECEZNR

2. FMEM AmBkE. AEITOE>. ANYRIUY b BIBRES KU EL
I/ \RES

FAB MO RETURIRE(CD34)

4{t¥ LDH

BRZERIS KUERR

RAEHRIRE dry tap DIEHBERERMNMESIRVNGEE. RIEM THREZIT
>

JEEBTJ— - CT - MRI - Bf> > FR EDBEUREZ I

8. JAK2ZR - CALRZE - MPLZE (RMEMIFFEkZRWNTH IRD)

o uos W

N

(1) R8I0

&M : Hb 10 g/dL KEmDEMIFH) 70%I(ICR 5N D,

IM/MREEE © I/IMRER 10 J5/uL KK 30 %lCRER5Nnd. —7H. BHK
Z 15%DEEFITIE 50 B/uL U EE ER LTS,

FRIEMBHRIEARE : RIFEKZER 70%(C. EXRIVIMRZES] 40%(C. IREIATR
MEkZ#) 70%(CERHTULND, #1 60%DEEH T, FEMDIFEKN 1% 52
5N,

(2) AFREpE

fEiE% 75%I(C. FFIEA%E 20%(C5325H3.
(3) BEEZER - £18

BHER (IBEERNEONDIEEETHDIN. drytap THDIZEMFEAET
HD. ERREEARCITOVNENSDD. £12TIE. BEEERIKNBIIS. BEME

(MRHEZFRRRC M ENRMAE) DN E &6 (CERREORMHIEERIEN
FHFoND. HEITI D EEMmMEkD (TR T D



(4) REKRRE

LEAREE. BN dry tap THDE(E. KIEMZANTITD. 85%DIE
BlEFRENESND. DAETHEELUZ PMF D35, £BEDMNTIEETSHD
D7z 258 HIHR 104 Bl (40 %) (CHEEBEARDODEENZBHSNTLD(3),.
del(20q)(11g13). del(13q)(12g22). trisomy 8 H'LLEHESEE (CHDBND
HETHDIN. TNTERELID 20%ZE(CHIRTDICTE Y. FITEMRE
BREREZBE I DIEFTHD. MF [CHONDIREBEHREE(E. PV ET (CHEFET
DIRMED MF x> MDS (CEWTEHDNDZEMND. PMF OFIE & EEREFR
ITBDEFEREL, PV, ET. MDS 72 & EOEMZFNBLEZRTED LBHN
3. PMF THINRADEBITURIOMNENEESND i(17q). del(7q). del(5qg).
11923 2E. inv(3). del(12p). trisomy 8. EMZBIDFEE (L. NHETIL.
HETEHLZE 3% THD(4).
(5) RSAN—BLTERE

MPN DO FRAEIFERS <K ARBATHDTzHY. 2005 F(CE < DEEFICH LT,
JAK2V617F ZENFER SN MPN O FRAEDREIAN SR (CHEATT, =5I(C.
JAK2 Exonl12 Z&. MPLW515 ZR, CALR ZENER &N, BCR-ABL 2%
MPN D(F(F 90%DAEHIT, LWINHDELGCFEEMN RSA/I—ELFERE
U CTIRRRZRK (CBEID D TLVD Z EMNAS M E/RD . MPN Tld, kD RS
IN—BIFEREDMICE. TES ) ABI#IDFORNARTSA 2T FDE
REPZRESINTHED. INSEGTFERDORRE, ZRIOCFETAICHA
DOIRBEBHERDDDH D, FRELCFERDIEEZR2 (7RI (5, 6).
a) JAK2 R

PMF D#IHEXDEERBI(C. JAK2 cDNA D 1849 FEBDIEENTI 7> (G) M
5F=> (T) NDEENZESHSND(7,8,9, 10) COEE(CKD. JAK2D
617 FEED7 = L. /N\U> (V) 5T TIL77S=Z> (F) NEH(V617F)
SN TULD. JAK2V617F ZE(CKD T, JAK2 DIEEREHENEC. U1 b
HA 2 3EFE T TE. JAK-STAT ST FH)LASEH b =N, HfEiEH' T TE L. PV
o, ET. PMF Z& MPN OfREICEIZICAAS LTV EZEZIBNTLD, &



& 2. SRUBEIEAES CTHONDEIMECFERDIEE

BEFDWEE BEEF Rk ERDH(T =
PV ET PMF
&MY+ M >D | IAK2 9p24 JAK2V617F 95% | 50- | 50-60%
SOFIURE 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%
ZOMDETFIUE | 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 13g12 FLT3-ITD <3%
DNA XF)Ut TET2 4924 Missense, nonsense deletion | 10-20%
DNMT3A 2p23 Missense, hotspot 5-10%
IDH1 2q33.3 Missense, hotspot 1-3%
IDH2 15g26.1 Missense, hotspot 1-3%
EX ~AEER EZH2 7q35-36 | Missense, indel 5-10%
ASXL1 20g11 Nonsense/indel 1-3% | 1-3% | 25%
LERF TP53 17p13.1 Nonsense/indel <5%
Cux1 7922 Deletion 7p <3%
IKZF1 7p12.2 Deletion 7p, indel <3%
ETV6 12p13 Nonsense/indel <3%
RUNX1 21g22.3 Nonsense/missencse/indel <3%
RNA XTFS->> | SRSF2 17g25.1 | Missense, hotspot <2% | 10-15%
g SF3B1 2g33.1 Missense <3%
U2AF1 21922.3 Missense 10-15%

XHRK D (6)c8ZE5IH



H. JAK2V617F ZE(F. PMF LIS PV D 95 %Ll E. ET OfIFECHBN
Do JAK2V617F ZEEFFITIAW PV (24RD 5%Kil) DAL (CH5S
1% JAK2 Exon12 OZR(L. PMF THERE A1 TLVRL(11),

JAK2 B FEEDRH(C (. 183 DNA S — 0T EDMIC, 77U IR
HIEE PCRIEREN D D, JAK2 BIcTFEE=(allele burden)(d. wE%E &R
FTDIIENS., JAK2 BIFEEDIRHEDHT/IEL. EE PCR T, EBLTEE
SEFCTHEITDZLIE RBEZTHIMITDETERTHD. £z, JAK2V617F &
R FEDIAK2)\TOFAT (\TJOFA1T 46/1) ([CEHEEICERSNDZ
EMRESNTND(12). DAEICHITDHIRFATE. JAK2V617F ZEZHI D
PMF B& (. @EE° JAKV617F ZE B IIRVMVERI S B U T, JAK2 )\
O547 46/1 Z8 3 EENFL (Fv XLk, TNEN 4.4, 1.7) LN RS
SNTULB(13).

b) MPL Z &

PMF O 3-5%(C. ROSARRITFS(TPO)DL TSI —TdH3 MPL DIEE
BEPI CTOEENZDHSND(14, 15). MPL DERE(F. ET D 3-4 %lcHBHIR
9D, MPLICEENEULDE. A b 2 RIFNR<TE, TPO LTS —
WSEMHE SN JAK2 ZE EERRICJAK-STAT S0 FH)LNEENISTEM L EN.
MPN DIRRERZAL (CES L TUL\D,

c) CALR(calreticulin) Z£

BIRADK S (. PV [CENTIE, (FFEHIT JIAK2 ZENZBDHSNDM. ET A
PMF Tl JAK2 ZRE(FHIFHRERHONDIEEICTEI . ENLHDEBLFE
H(CDWTIF ES<ABETSH DIz, 2013 F(C CALREEMREREEINIZZ &I
KD T. ET. PMF ®#J 90%T. JAK2. MPL. CALR DW\WINHDELFEE
WRHBENDZEMNHIBALTZ(16, 17). CALR ZR(F. PMF D 25-30% T2
SN JAK2 ZEIEMEBICIRD &, 88% EBRICEENTFHET D.CALRERE(L.
SHOERSTATHHFENDN. LWINE. F 9 TUV>DILKRESNIZE
B(CHRWMEEMEADDNEREKTDIZETEUDIIL—LS T REET., K
ESL<DIFT. 4T 1 (52 1BERK) LZOMEBER (24D 65%). AT



2 (51IBEEA) EZTDHELZER (32%). TDAh (3%) (CDITBND(18). =
NSDZERF WINERIUEE CKRinzedUD. CALR ZEBMHES & JAK2
ZEGEEMNZLEE TD L. JAK2 ZRAEHIT(E, SHFE. BMmEKSIE. NE
J0OEfESERE  ETORAKFRICEN RSN, PMF TIl&. CALR ZEEH!
DIAMOPFENERIFETDHREEHD(19, 20, 21), CALRERIZHKTHD
EDD, WTNOEEEHBEDI L —ALS T bzEC. C Kimd KDEL E5%Z
R/ CRIHAEL D, CALR (FE/NRICTFEL. Ca DIEEME. EE
IO EleHBEEEOUIE, MilgiEERECES5 L THWDN(16, 17). TDZE
FD MPN BIEHF (CHITDEENCDNWTEIN T IOoNTE T, ¥ro0O7
L1 [CKDELFRIRFBATNS. CALRZRICH U TE. JAK-STAT =T FH)LD
B ENREBDORILTH D EMRESNTWVEN(22), RIEDIBRETIE.
CALR DZEREEMIN MPL DHERES R A A > (CHEE L. 1[BERI/R JAK-STAT =7
FILDEHEZEL T, EREKRROMIRBIBIENFESNDZ EARSNTND
(23, 24, 25). Fz. PV T CALREENHSNIRL\D(E, EPO LETH—%
SEHETE RN ENSERBARIEETH Do
(6) TDMMDBELFER
a) ASXL1

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

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

10



SF3B1. SRSF2 (&. RNARTSA <20 (ChhndF )\ 0&E%=1—- RT3
B FTHhHD, SF3B1 ZE(X. ET T<3%. SRSF2 (. ET T<2%. MF ® 10-
15% TEENRE SN TULND(6), SRSF2 ZE (L. MF (CBWLWTE4F. #AMm
REFOFEARREF /8D TULVB(32),

d) IDH1/IDH2 TOY > 4

VEREICRS I dEERZI— RIDELF T, TDERICKD. aF hIIILY
JUEEM S 2-hydroxyglutarate NDEEMNMEE SN, FEREHNEETNS.2008
F(CTUA-TICBENTIEIUSHTIDHI EEMNMRESNIZ(33). MKIEE T (.
MDS 1> MPN iS22 EREER IR (CHIT UTTERI THRE SNd. MF T 1-
3%IRE SRR (FMENVEDD(34) . PEAREMHEEITDIZENHE=NT
WL3(32),

e) TET2

PMF @ 10-20%(C TET2 BEE%:RHD(35, 36). TET2 ([ClE. /REOT T
% TET1 E[RERIC 5-methylcytosine %& 5-hydroxymethylcytosine (CE# 9 S
BREMEN S D EEFFIRZ epigenetic (CRAETL TV EHETFESNTLB(37,
38). ZEICKDEFEAEDHIT TET2 ZEED CROREHELCTEHED. TET2
DHEBENPEE ESND EZEXI SN TLD, TET2 ZE(E. PV D 16%. ET D 5%.
CMML t> MDS D#J 20%(CH 511D,

f) DNMT3A

DNMT(DNA methyltransferase)(d. DNA DXF)AtZ= BT diERZ 1—
RLUTULD, DNMT3A OZRFE, RMEEBEERIRD 22.1% & LB EHEE (C
RHBND(39). MF(ZREZED) (CHDBND BEDIEE(L 5-10%EE T,
LEEAE L (40).

g) CBL

INBBEBEEERIE MDD 17%. CMML D 11%(41)ICH5N 3 C-CBL DER
(. PMF D 4%DEHICERHD(42). C-CBL (& E3 ubiquitin ligase TH D, B
A MBDALETI—ZIEFF AL, ATRIEPEEZEBET D, IEED C-
CBL (IR AMIHEIRIF & L TOEEZB L CL\D., CBL HMERT D & CDHEEEN

11



FEE2N3EEBIC. ZBR CBL (FHA M1 U ADRISHETIE S E B2,
MENMEE > TRECES T3 EEZBNTLS(43).
h) SH2B3 (LNK)

B4R LNK (Z. JAK/STAT #RIBOEHEZEAICHEU TS D, TDOEEICK
D TC. STAT ZFIEDBREUENFEEIND, MF TEVEBI TEENIRESNTL)
3(44, 45).

4. 2ZHR
1) 2k

PMF (&, BREICHVTEICEXBKEFERECRMZNEINT S MPN THS.
DAL, BREOMREERE (ZIBINUL TLDEDD., MfERIHEDIBE (/RN
HOTEEUTETLENTHD, IHifriER] (HIkRHE(ER PMF; pre-PMF) &
MEND. EITID L BRECHSVCTEIRMERE. 05— > iRDEE,
BROENM (BEE{L) iMEU D IHRHECHE] (KREE(CHA PMF; overt PMF) &7 D,
RABMAOEBESFEK, FREFERODOLIR (BIRFENE) . FHREE (BESMEI) R ED
FIEIAFTR 2RI KD (LD,

#) 20%DEBE (L2 (CHIEIRTH D BRI, MMOKRBDIZHICERR
HEZZZ2 UKRICIERCTEMSNDIEIE. B, AmikiEZ, /RIS,
F7REFEKAETS LDH DIENNA. PMF DOZRIDEH E /2D, MF DR (CHETIMR
BZR1(CHETD.

[BTARAE(ERR ] DBRECIE. HHRERHES 0S5 — 5 S ARMEDIBEZ DR
BRERBREZKR TH D, FhEkEREREE 24 DERBKAMENL TS BRI,
“EORRIE" R EFEINDEERRDUIINLAHEET D, BIROERIK
YNERIKEEEL. EHRZRDDICEEHD.

EITI D & BREAOHIERE. 15— 2 iRDItE. BN ECD TR
HEEHE] &712D. PMF DEREALEDFBE(F. CORHEACIED TIIUH TS
Nnd. e5ESRk. WREE, AERD BZEZT. #E Bt Eoss
MERDHIREHD . REMRET(E, B, /)RR RAEMADBBESFEK,

12



IREFERK. CD34 [FiEfRaotiR. MiE LDH O ERRENEL D, BEIMNEI(CK
D, &L DIEEDOIEENT) 90%(C. FFREARNH 50%DEE(CERHSND. U
UIXER E72D . BRFRR (& MR R 2 (EO S — T ARMDIEE N ERTH
D, BR(SEMMIETF U TV DEMITIEERIKOIZEERRENEILI D, KEDDOF
BB (JER/HEHEIRIED D VN F O S — 4 iRk, BERLSICEBIRSN TS, REBAEE
(F#9 30%(CHBNDHPMF T(d Ph 24D DU \E BCR-ABL (H 51780\,

WHO DOZIBEEZR 3. R4 (TRI(46). HFETIE. WHO D458 4 lR(WHO
348 2008) (C R DEZMMEENL < AVSN TSN, 2016 & 5 AIZE 4 MReRETIR
(WHO %348 2017 cfi5ThR) W\FEFREINT=(47, 48). WHO 7348 2008 "5DKREFR
ZEREUTIE. PMF TIE, AIERHEACER & #RHE(CHA(overt) (S92 1 T U TZa2 R
ENEEH ST, WHO 7358 2017 eRETHRTIE. MPN O I AN TOZRIEETH@EL
T, BHEAR(C K DRIERMT RN ZIIOARZE(CIAEC SN, BREEARDZICHITDE
EHNEFASNTUND . BEFRHLIC DUV TE. HlifEiRE S BIRRE(CRI L T/IMELE
MR 5. MF-0 15 MF-3 & TO 4 BRETEHI 9 20 L — RafEN G EH TN TV
D(&5). 2022 fF(C WHO 3385 5 iR(49). #t\L\T. International Consensus
Classification (ICC) &k D BRERIES - SR MMRDEZRT - DEHNFER TN/=HY(50).
PMF MZI(C DWTIIZEE (I D Tz, PV-ET WS D IR MF(Post-PV MF, Post-
ET MF)DEZMrCDWTIE, ICC(CKD PV, ET DEZMEBEEE EEB(ICEEH INTLD
HY(50). WHO 7348 2008 (C K DEZUIEAE(S1) NS EE (SR DTz,

WHO 9348 2017 eREThRND 5 (&, pre-PMF. overt PMF L\3'NE. TNENKIEE
3DINRTCE, NEBZ 1 DU EBEUZEE(C2IT S, KIEE 1 T, E&EKOD
1806 & ok, BLUBREOIRM LML, KIEE 2 T, MOBHRIESZD WHO

MOZUREZB ISRV LZEERL. KIBEE 3 T, BnFEEHLL(EFO0O
—FILRY—H—DFE. ENSHHFONRNE S (CIERSEDOBRRMEZ R T
DL, LIEDTWD,

13



& 3-1. WHO 7348 2017 ciETHRIC KD pre-PMF DZIiE4E

KEE 1. ERIROEIEERFRONFIET DN, JL— R 1 %23 MRt
E (IR, Fiin(CEE U TEREOHBRER MBI ZE28D. FEMEK R
DIEGE & Ul UISRFERRMR DB Z S .

2. BCR-ABL BB CML. PV. ET. MDS >t EEEMIEED WHO Ekt%
ISR,

3. JAK2, CALR, MPL WINH\DBIEFERERDHD. CNEDBEGTFE
FARNMEEE. MOIO—FILI—H—HEFETZH. IO0-FILT
—H—ZRHRVEEIC(E. RISEOEREEESRHEIEEDOPIRMN RN
&

BB FROWTNHE 2 EiEHE L TRHD.

a. HFAE(CKSRWET

b.  EmEkE=11,000/uL

c.  AUNIEIREMEIEN'GD D

d. MM&LDHOLR

KIEH 3 DINTE/NEB%Z 1 DULEBEY,

7 1 JAK2, CALR. MPL WINDBEIGFERERORVGE(C(E, MOBEEDEVELTFE
2 (ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3B1) DIRZRMNZEIDENT 718D,

T RIS (TRM) OBREMBREEN (JL—R 1) 22 U03RBEL TR BEME.
Bo®EkE. BHENE. BEMRMEAmRTMDY > ) CRIBE. BOERE. RE(CLDE
BERRENEIT SN D,

XHR(48) K DesZEE5IA

14



& 3-2. WHO 7338 2017 cEThR(C K B overt PMF M2 B4

KIEH 1. EEKOEINEEERHIZROSND., BFEE MEREEL<(EI5—
TUARMEOEE (JL—R2, 3) &BH#S,

2. BCR-ABL M CML. PV, ET. MDS ¥™{iDSEEMEEED WHO Ett%
FHIZSTRN,

3. JAK2. CALR. MPL \WSNH\DBEEFERERDD. CTNSOBEFE
ENRWNEEE. thooO—FHILY—Hh—"WFEITIH. J0-FILY
—H—ZRHRVEEIC(E. RISEOERERESRHEIEEDOPIRMN RN
&,

INEE TEOWITNHE 2 BiEREL TRDHS.
HFAE(CKSRWED
IR = 11,000/pL

C. RN ET BB/ R BEREN D D

d. M&LDHDOLR

e. BIRSFERIE

o @

KIEH 3 DINTE/NEB%Z 1 DULEBEY,

7 1 JAK2, CALR. MPL WINDBEIGFERERORVGEE(C(E, MOBEEDFVELFE
2 (ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3B1) DIRZRMNZEIDENT 718D,

T RIS (TRM) OBREMBREEN (JL—R 1) 22 U03RBEL TR BEME.
Bo®EkE. BHENE. BEMRMEAmRTMDY > ) CRIBE. BOERE. RE(CLDE
BERRENEIT SN D,

XHk(48) Kk D5 A

15



F&4. WHO 93%8 2008/ICC (C XKD IR MF DFZIrE4E

Post-PV MF Post-ET MF
WwAIEH 1. LARIC WHO 23%E T PV &2lienT BARTIC WHO 24T ET &2RienT
(AP} (AP
2. grade 2-3 (0-3 A& —)LICT) OF grade 2-3 (0-3 X&—)LICT) OB
BERME(E DB BND BERHE(E D B BND
INIEE 1. Bmiesd. H3VLIEEZRS B D L\FEEMENS Hb 2 g/dl
(2IEB%Z ENTULRWNCEMMMDSSIRIMD M EDETHBD
£9D) WEMNRV, HDVEHTERERSD
WEHRUY
2. BFRFNEZRDHD BRFEEZ 28D
3. BEZEEDHD fEfEZ SR D
>  ERESHS 5cm L EDRESE > EESHS 5cm LD
= bRl =R
> FhrelCElEzEMATED > HECEEZE/MATED
4. LUTOMERAN 2 DB EHBND LDH O LR (B#EEZBR D)

> 6 DAMIC 10%U EkERY
PAN: SR

> RE&T
FBADTE/R 37.5CU EDF
2

T ORERA 1 DB EHFEND

> 6 HAMIC 10%U EDERERD
yAN: >P<)
REET
SRR TEIRA 37.5CZBZD
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& 5. WHO 7% 2017 SiEThRIC K D ERbIRIE(LDT L — B4R

MF-0 RAEBRDIZVEIEEORRADHIEIRIE. [EEBRCHEIET D,

MF-1 HHHERREOIRIRTR Y RO —ONRSN. Z<DREGN. FICImEREIC
H5ND

MF-2 THHEFRIEN B ERREGZMH O T, UFAMNDOEBE (LI, £E(CH
FRODBBIEHRHE (CFIE UIRV VKV MRHER T, BFMEOBELENH5ND

MF-3 HHHERRAED BRI E R EBIRIRME S UTFE LRV KRV ERIEDE VR Z
o T, UFEAMNDOEEECIEN. BF. S#t&zsD

KIEH 1 TE. BREORERENEEHE N, MRH(EDIHICDWLTE. pre-PMF T3,
[TL— R 1 &2 X DMIRIEDIBLE (DR, Filin(CLE U TEBEDOMIBEDIE
Wz 3 1. overt PMF Tld. [H#iBiREE L <(FOS—UARMDBE (JL—R
2, 3) 7D Loz SHIEIC DLW T O K D BARmRE&E N TN TS, — 7.
pre-PMF & DEBINEIEEIRD ET (CDULVTIE. WHO 348 2017 efEThR T, KIA
B2 T, [HBREOEEDIEM (JL—R1) (IMBHTENTHD] EDEEN N
ZBNE., CD2DlE. FEMNEIRD., pre-PMF & ET Z#ERIT B &(E. ©TDED
BEEZFHITDCENTEDEVNDATIRANICEERENHDDZEND., [BEICH
BEERNTDCENUETHD(52), ET TlE. ERBKOIERE(CDWTIE. BFI(CH
EUIRZEB I DAREOKRAERIRDIBIIN, KIEB 2 ([CEEsSTLDA. PMF
(CDWTIE. MR (CERIKDAZREIC DN T DR TRV, —AREIC(E, “ED
ERQ" " BnAR” EIF(EN D EBIRDUINUAHZE T DERIKROEREN IS H5
Nd. ICCTlE. FREICDUVLT., =S5ICFFMICEIR S, MF (CH1TDEXEKDAZEE
(F. BE. D MPN KD ERE(CERIKORE M ZRL. EREKOFHELT. &
ERMRAEE (2%, BNEXR. S8R ZRI/NENSKEDOERKIEK. 6 1E
ZIBX DERIKOBERERNEITSN TS, KIEE 3 Tld.. JAK2. MPL. CALR
WINHDEBELFEEDBREN RO SN, CNSDBLFERZRDRNGE(S. B
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DFEEDEVELFEE (ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3B1) %=
AR B RIGEEEREEZ R ITEBZIRIN T D2 EMNKRHSN TS, ICCT
(. CNSDELGTFEEDIRZRICDULT. JAK2 V617F (BRELANIL , 1%) KT
CALR & MPL (RELARIL 1~3%) OEBET v DERANHESN TS,
CNSDBELETFEREERMEFTE. JAK2 & MPL [CDUWT. BEHSNIEEMSD
B FEEDIRRERI T D ENMER =N TS (50)./NEETIEEM. & LDH
DR, AXIOTEE/RAEAE. BRTFERE. BMMEEMD S5 1 DU E%ZE 2 EhEHL T
hDZ & (RIFRHHEER PMF TlE, BRFREZRR ) B LN TND, FT,
ICC Tl&. HBEKIEMH. MF D2ZRiREH DV FRBRICRS5NBIBEENHDD. MPN D
BHEN SHNIE CMML (FBRSFEND A, —75. MPN ([CEET D RSA/I\—ZEEDF7 Y
JBEENA EWEE(F. CMML KD BEEKIENZHD MF Z& X3 SO aiMIie S
NTWL3(50).
2) R

EREDIRIE (L. RAEMOERRICHVRIGECELDZENDD. InNb%z
BHRL TR MF &R, DAETOZRME MF OEREEBOSEE(E. 1. ET
30%, 2. MDS 27%, 3. PV 21%, 4. B4V > ) fE 5%, 5. S4ERE4A MR
5%DIETIH D . PMF &[E#k MPN [CDEEEND PV, ET MI¥20%Z 583D (53).
S (FHRED0. BEMRERIR. ZFRIEEHE. 25 4ERHMASEINAE.
PFREERIENNAE. ISFIEEERER. X—> 1T v MR, BIFRIEER. BEE> X hO
Jq4—. EA=> D XZJE. Gray platelet fE{zEf. £5HT I M—F X,
EEMEETHECIE. MU DASAFT A M5, BEHRIRGE, R TUIRE
BIRECKDTIRYE MF DIREN DD

JAK2 x> MPL MOZEEDFEFI7O—F)LICEMMEMEEL TWDZEZE
BRLUTHED. RITEDOEEEIRIEL (ZRED MF) & PMF® PV - ET 1547
U’z MF EDEERIICBRT® 5. —7/. JAK2. CALR. MPL WINDRSA/\

—ZEZRDIR triple negative DEE G 15%IREFET D. CDBE(L.
KDIEE(CRIGEOEREREEZIRN T D ENEE THD.
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5. Fi%
1) %

DAEDEFET -5 LU TR, BEESEHRFMAEMEHE MR EERR
ARSEFREEMEE (CEI DREEMFTIIT. BARMRFERFBENMEEZXT5R
(. PMF ORIEZE DOREFABEITD TH D, 1999-2015 FDOR(CHARFAE 780
FINEFR SN TUND . RO TIE. FHERMARIOPIRIE 2.3 FT. 3 FEFEK
59%. GFHAEFSUEIZ 3.9FTholz (B2) (4). TS AKDIREENI
1962 F£H'5 1992 F(CE2Mr=HIz 195 BIDEEMT(54) DI 417HAME 42 4 A
EFFAFRFETHD. EMESMOZEFEICKDDOAETOERIER (E.
REGUIE. REBMRADIZIT. B, 2R MR A\DEITUSNDIREZRDIEE.
RETHD (F6).

1.0 4

SEHARRRE  3.9%F
! BEMERRE 2346
o8l N 3FAfFR 59.0%

04

0.2 4

0.0

ERZRHERM ()
2. D EOPMFOAEG T
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X 6. FFRMESMEENEERE (CKX DO EDRFEEEREIRIEED T /RIER

5EEA REGIER (%)
BEREOEE - BIFEAD 138 (31%)
BT

R 114 (26%)
g (B - SHIEE) 46 (10%)
DS 25 (6%)
ZOMDOBEIIES 17 (4%)
Eg N 13 (3%)
RS 11 (2%)
IR 8 (2%)
RIEES 5 (1%)
Bre 3 (1%)
Zft 8 (2%)

2) FREF. URIDNHE

PMF DEEARIBE T (F—T (72 < BEMIC LD/ SYFEAKREN, PMF
DFRZWNET DIRENGFRA BEFRTHIZSN TLVERW, SIMHHEEE
HE—DIRERERNE T (XD EDD., BEEEFXRTEEF . B4 DEBA(CHL)
CHRIEREET., REIFRIAEZZER L. BEANHHERET DIHENHD. D
e, B2 DFEDIYRIVRFZHE T 2 FEFHETILNIRETHD. INF
T, BHROTFRAFZHEAEDRICFERTUMS AT LNERSN. IRSERS
NTEl. REFTICHRESN TVIRRNBERFRAOTZYITZRT A
ZR7IRT,

(1) Lille 9348

TS > XD Dupriez 5(ICKDI/RE NI Lille DFEN, CNFTHRATLE L
AWSNTETZ(55). 1962 5 1992 F(CEZMEnIz 195 BIDFEFTTI(E.
60 i L. FFEEXR. AAEIRY . Hb BB, BmBKEMNE (A RIEMEFERD
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1#o. Bt IIMREMEN FERAREF TH >z, Hb 10 g/dL K. HIMmEkER
4,000/pL &7 (2 30,000/uL BOWITNEE I B8 (high risk). 1 DDFH
B9 DEF (intermediate risk). 1 DEBE/RVVEE (low risk)D 3BFCHITD &
HFRABPREE 13 8. 26 vH. 93 4 ATH oI
(2) IPSS

2009 £(C International Working Group for Myelofibrosis Research and
Treatment (IWG-MRT) S5 F & X117 U > > X5 A (International
Prognostic Scoring System for PMF; IPSS)H\F&REMNT=(56). IPSS (CHIT
DT EARAF (S, 65 U L. it I DERKAEIR (10%LA_ EDFERL . FEh,
Z#7F). Hb<10 g/dL. BmmEkE> 25,000/uL. FREMDZFEk=1%D 5 IEET
5D, FPEARRTFOHEN 0E. 1168, 21E. 3ENULDZEDEFRMPIYE
(. TNEN11.34F. 794, 4.0%F. 23FTHD,
(3) DIPSS/DIPSS-plus

2010 FF(CEA U <K IWG-MRT 5. IPSS OF#&REAF7Z=. BEMKFHEDEE &
UTIRUL I\ = REEICEDWTREZZEX DT ECEKD T, ZIEFIZIT TRl
RARBEETOZIEEFRTFACRIREED I EMNBIGE LR DTZ(57). EFHnE
ZXIHR E LTz Dynamic IPSS(DIPSS) &, 65 mkimdDAH &R E LT age-
adjusted DIPSS (aaDIPSS) H4BIBE1TL\D, DIPSS Tl&. ERERIZETDFHT
EIRI) RO DHERICHD T, FROZICEHEATSE ., IRBOEITICHETEES
FHORECHILZLD, &<IC. REEMHERBIEEN SRS 65 Kb T,
aaDIPSS (FFAEELDOFIRTICBRTH D, =5(C 2011 (. DIPSS (C. M/
R 10 5/puL AT FPERARREAR (MRS DV (HHEINOREAREEZ 1
DHBWNE2DEL[+8, -7/79-,i(17q), -5/57g-, del(12p), inv(3), or 11923
BB ). WmmikFE (MF (CBHEL. RmkEMzE I DAEHERMEEM. FTEZ
DELE) Z Nk U7z DIPSS-plus H@IE&17=(58). DIPSS-plus . 2UriFdD
H TR FBAPTEEISERETH D, HE. REL<AVNSNTVS TR T
E/LC. EMARBIEDEIGZER T SRCBERTHD.
(4) BITH /BB XD
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2009 £(C MD 77> =Y 2RATA—H15, REH(CEFHAREPRED
12 s ARG E/RDISA—FEUT, MVIMRER 5 F5/pL Kidi. RAHIMD D L\(E
BRIDIFEK 10% £, 17 BEREAREED 3 DAMMEEN TS (59). 2D 3
DOVWITNN 1 DTERIRLUEEES. TOROEFIAMAPIRER 12 sAEFR
ET#1TH (accelerated phase) EEHESNTLD., —FH. Mayo U _—wo
N5 BURXRITRAFELT, —REBARKALEBAEE (monosomal
karyotype). inv(3)/i(17q)E%. RD 3D (ZFEk>9%. BMmEkE=4 7/uL.
TRARRLEN) OFNS5 2 DLULZETD. fMMlHEENTED. INSORERF
D55, WINH 1 DNHIRUIEIBS. 2 FTER 80%MU L LMD TRFERR
T. BEUXUEE (very high risk category) EEZESHTULIB(60).
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xR7. EFERUESIEHRMEEORKRNCERFRAOTZUISIAT A

FEEAF IPSS DIPSS aaDIPSS DIPSS-plus
FHip>65 1 1 v
1559 AR 1 2 v
Hb<10g/dL 1 2 2 v
WBC>25,000/uL 1 1 1 v
FAEMEFER=1% 1 1 2 v
IMm/MR <10 /5 1
FRINERERMIRTT * 2 1
FRARREH*] 1

*1 10%M EDHRERLD . b, BT

*2 BEESMEICEIEL. FARMIKAMIC K DIMEEE T ZEREEEM. /(2D

*3 EHIRE S BV HEIRDOREARREZ 1 DHB L2 DED [+8, -7/79-, i(17q), -
5/5g-, 12p-, inv(3), or 1123 B&k]

VRN A7 &5

RURD 0 0 0 0
fE-1 XD 1 1,2 1,2 1
FhfE-2 VXD 2 3,4 3,4 2,3
=mURD 23 5,6 25 24

*DIPSS-plus : DIPSS HfE-1 R 1 R, HfE-2 URT 2R 8JRT 3R&ELT. Nl
ERofvMrE. RMEEAMKT. FEAERREBADRBZMA T, RAF7EHZELET D,

XHEk&L D (56, 57, 58)c8%ZE51H

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

(5) REARRES

DAEIICHITDRFAT(E. REAREOEEE. 2R LU TEFRICEERZS
ZIRN(3). 7212 U del(13q) & del(20q) N DR EAREEN HDIZE (. IERE
BELDREFIR® del(13q)dpD L\ del(20q)DHDEREREEZT I DIEHI(CLL
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RTCFEARTHD. 17 BLREREEZE I DIEMNE. FRARTHDIZEN
RESNTLD(59). DAEIDZREBDIRFT(E, 17 EREAREZE I DA
(F2AD 1.7%(BE1RVNY CORBEREEZRFT/AVVES (CEATHAFHARM
ROVENBRICEW, BIRDLD(C. DHETORET (FHRBSEE (FEVHY
i(179). del(7q). del(5q). 11923 £%. inv(3). del(12p). trisomy 8. &£
BE(FBMRNANDBITI A INENEEND.
(6) DFEMFRNIRD

AIRDKS(C. PMF TlE. RSA/N-ZR(CKLD> TETDERAKMRICENR
5. CALR ZEZ4HHIANY. B> amEkENM. /s Ht R SN -S5EEHE
YIRS RN FPRRIFCTHD I EHVRSNTLSD(19, 20, 21), CALR (C
(F. AT 1EBREIAT 2EENRESNDN. 547 2 (FIAK2 ZEH 4
EFEFEMROEBREEZZEL. 1T 1 KDEPPFERARTHDZENREN
TWL3(61)s —AT. PMFD35., #115%I(3 JAK2. CALR. MPL L\ DR
SAI\—ZEBRHIR triple negative FEFI TH DN, COKSIREHE. B
MIFANDIEFITENE . BRNICFERIRETHD T EMNHBESNTLND(21),

JAK2. MPL. CALR DSYDELFZERTIE. ASXL1 ERE(F. RSA/—ZE
12 DIPSS-plus A A7 E(FHIZIUTFEARARTH DS ENBESTNTLND(62),
F/z. Vannucchi SDfEMT(CKD & ASXL1. EZH2. SRSF2. IDH1/2 DWY
NHPDOEENMFEIT D E EFROETHAHSN. CNSDOVTNHDERNF
1£9 BEHI%& high molecular risk (HMR)&ETFEE L TULVB(32). TDEDERNT
TlE INSOEEDHRETFERICHEL., 2 DU LOZENFET DHE. £fF
HABIADMFICARR TH D ZEMNRSNTUD(63). CDLDIRELTFERIBIRZ
7olc. URORFEUT, BERFIRICINZ T, CALR AT 1 ZBEMNRN &,
HMR Z2Z\INHMDEFE. 2 DU ED HMR ZE2DEFEZIA T MIPSS70
(Mutation-enhanced international prognostic score system) X177 X5
I(64). CNICHEBAREEDBIRZMZ 12 MIPSS70-plus = A5 AMRIESN
72(65) MERDRAOAT AT ATIHMEIRDEFEHESNTWLWTIESICE, &
CFEEBBNISHDE. EFRARBHNDIINS T HEoNDZENASH
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(C=N. FICEBSMHREBIEELFELCE. BEEICZHI T DERIC. BlaF
ZRIBFERNMVA LR D T DAREENTRENTUND, Ffz. KDREAEEDIF
HweEERL. UXITRF(E. REREE L CALR 10T 1 ZEMNBRV &,
ASXL1. SRSF2. U2AF1Q157 ZEV\\INHDFEDHT. BHRPFIRZEFR
W77 X5 Ix GIPSS (genetically inspired prognostic scoring system
for PMF) BRIEESNTULD(66)c CDKDHREHENS. ELN(European
Leukemia Net) 2018 (CED <JAEIEFH TIX. CARLER YT 1T ASXL1.SRSF2
ZREORFRS—EPOMAFTEE TIEEZE COAELIRDDDH D, &< H
-1 U X DB CRABEILEIRET I Di55E. ASXL] BEEDIRZRR(FHELE, L&
NTnd(67).

(7) DHREDIEFICHIFTDFETAEST)LOBEIL

FEROBRVRAODFEZANT 1999 FLUFF 2015 F£HTICAIMS [CHREEHRE
LU TULBSONED PMF OF#&ZZIIFOU X ORFZRAVWTHIET DL K3
DELDIC12D. IPSS, DIPSS Tl AfFRABRREN 10 FUEDEKD X D8

IPSS DIPSS DIPSS-plus

HE7ER (%)

HEHE (5)

IPSS DIPSS DIPSS plus
AR ammm 3% R 35 TR 3
(=) EFE (A SFE (A HFE
AN &) 223 88 223 88 223 94
hRg-1U2 47 66 72 52 67 128 79
hRi-2U 2o 38 54 36 50 44 59
BUZ0 29 46 35 50 26 39

3. DHAEIICSTZPMFAESIOEBREFZ Y XI5 ERIOF#
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(S BIEETH DN, EMHARBEOEILEER T DH/[-2 U TEDERNE
HHE TdD. DIPSS-plus Tl HRE-1 URXDBFEHR-2 UXTBFODEEN
BJRETH D B[R THOMEICH W TEMFO T TAIC(E. DIPSS-plus h'&
EESITDEBOND (X8, K3), Ffz. Lk, BITHL. BFUXTEFC
ZH I DEBNDOEFIEFRMEE. ZNTN. 1.34F. 1.2FT. FRARED
ERINAIE T D, F/o. BiTHIZ M I3 dynamic model (FHOBEDREH(C
BEREHL. ¥IEZHE, AP EEICTFRAREBFOENENEIGETHD (K 4).

xR8. ERFRAITY TSRS LAOONEDEFINDERS

URDE IPSS DIPSS DIPSS-plus
JR¥R BHAR Rk BHAR R BHAR
RURD 11.3 18.6 HERET 18.6 15.4 18.6
FRfE-1 YRD 7.9 5.5 14.2 4.3 6.5 10.7
-2 U XD 4.0 3.2 4 3.0 2.9 3.7
=mURD 2.3 2.4 1.5 2.9 1.3 2.2

ST RIS IUE(SF) (2T KL D)

XHR(4)KD5IH
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\mw&@ﬁm, 17BREHRESE, THR=10% ‘

WENEERTE _—— ugnsmsLan

11041 43041
MST 1.3%F MST 4.84

| VMR <STopl, 17BREARSRE, FH210% |

WINhEBI D Nn%&i% Uiy

616l 3694
MST 1.0 MST 5.24F
R EREPOFREOEENS
1.0 1.0
0.8 0.8
0.6 0.6 EYAY
(n=369)
0.4 0.4
02 BUX7 (n=110) 0.2 BURY (n=61)
o ! 0
024 68 10121416 02468 101214
FEEA(F)

4. DHHECST DEREEFHFHEEEFORITE dynamic modeldiEf

(8) XM MF (CHIFTDFEFHETIL

PV 1> ET 5847 U2 2R MF T, FEAERFRAYOZREFHANMERIC K> T
RS ERDIZH. INSDIEFICH U T PMF OFEFRET LN ZDFFE
LCEDINEDIMNCDODNTIE REFATEHIASHRIEST>RICZ LWL, B85
SOIETI(E. PMF &R MF T, FRICHASHIREFRWVWEDD, TR
MF Tld. DIPSS THEDERIL IR TH> =T ENRESNTUB(68). ¥
FMBEMEZVICT(E. DAEIICHITD R MF (CDWTERABRZITDO TLD,
FREIRERT T, ET hSBIT U IR MF (&, DIPSS-plus 7& &M PMF D
FRFUNETILZANWTERIRIGETHDM. PV HSEITULZIRYE MF (F/EH!
REtTHD. Hb<10g/dL. MM/IMR<10 F5/uL, BmmEk>3 B/uL K. PV i 5
ITURRZRE MF OFREFE U TIRESNTHE D, INSZAVETHE, Fi&
FRETILMRIESNTULDHY(69). DA EDIESIT (FFEANREFDMENEF
#ThHOIC. RETIE. RN MF ZIBFOERS. Hb<11g/dL. /MR <157
/UL, RIEMZFEK=3%. CALR ZENIR\ Ft 9 DIER. ZURIAFEUE
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MYSEC (Myelofibrosis SECondary to PV and ET)-PM (Prognostic Risk
Model Calculator) FEEFTILNRIBEN. L<EHRAENTLS(70) (R9). 5
%, DA EDOIRYE MF (CEAUTCEBRATE DN E DN EFIEEREEAR = T
RUTOFINRMETHD.
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xR9. TRUBIEHREEDOTETRESIL (MYSEC)

URIEAF R
SMF T DR TRxRSR
Hb < 11 g/dL 2

MM < 1575 /uL
RABMEER 2 3 %
CALR BEFZRNR
Frfe 9 DR

1
2
2
1

(e
'

~
0

©
g 6-
2
3 5 - Risk group
8 High
2 4 [ intermediate-2
'§_ . Intermediate-1
ﬁ 3 - .Low
S
E 2
@

1

0

30 35 40 45 50 55 60 6 70 75 80 8 90
Age (years)
Prognostic Model Risk Calculator
http://www.mysec-pm.eu
XHER(70) K DRESIA

29



6. &
1) et

PMF DF %% iE I IIFENERTE(E. RFRCTHIISN TULVARL, IEMmiH
RSB (S —DBEIAEE TEHDDEDD. ZDBESRAEFAEICE TS
BRI ES > X (FFELTULVRW, REDOFRIHEIEZE X D & SERTEMH
HEFSHE & FYEE . IIFREDLEEGBNEfSND L FER LKL B4 D
TEGICHWTRAEREE T, REIFRIREZEZERL. BEE T (THR UMD
BRI ERO TN Z &I,

IR TIE. &K 7 (=9 DIPSS © UK (& DIPSS-plus U RO 73%EZ= AT @4
DAEFID ) X 75HImZITL. JAEAFHZRETD(H 5)(71). B 5 (TRIEE
158t (d. BARMRFSEMEREET 1 RS> 2018 FARFHETMRDERE 7L
UXLERBIFEA—THD. Fiz. WHO 5EE 4 IROTRETICHED> T, ELN
(European Leukemia Net)H'5 2011 FICHEFKRETNTLV/Z MPN SBEIEEBEX
SENESD. NCCN A1 RSA2EEHTESRENIZUN67).

‘DIPSS/DIPSS-pIus D254 \

X8 HhRE-1U R OB

‘$EQ-%UXU$“%§%-EEUXG§

/mzﬁﬂ%m 2)

IR RSO >65%% 45-65%% <458
J J BB - 2BERED J J
RBERE BEAR SRR O BEEFFRENT EEORE
TUROACTF FRERaER BRCIBEE  EmEite
JLEZUDL iEmEsaEia ©®ie
BrEEAT /O JAK2MEEE
FFIL
b FOF3 L7
U Rz R
LU R R

5. PMF®DIPSS /DIPSS-plusic &2 X IB1EE 7L XA
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DIPSS £ UK (& DIPSS-plus UXROUDFET. BUX DR, Hf-1 URXDTEFT
(F, AR DHE . XIFREDOH CHERMOAFNEIF TE DH (. [wait and
watch] D7AEMEF UL, BN, BRE(C K DEIEEIR - BEEPEIR. DU,
BREOAERLD . EH ZTREOEFIERNHD. HDVNFHEEPR(CHIREL
TEBEICE ENENDIERICIEU T, BROEREZIRET I D. FIBEREEH
(CFITHR - BERUX DB CHE TS MF DIERERE T IFENESNIZES
(C(& FICEFEDGSEMMeREZERE T D(71, 72, 73, 74, 75, 76,
77,78, 79).

DIPSS £ U < (& DIPSS-plus U XTI HDFRICHWTHRE-2 UXTEE. BURYD
BECEE U, YR R —h1FE 9 DHE (3. ZiMREROREES MmlgisiE
% SBA(TRE(ICHIZD . Fiiin, e T IREEVCESHEZZRE L T, BEKIREDS
BH DV T ERIFRIENADERICLDBEZZ R T D. BIEEILNTRVEE(EE
FER (TS U CTORERDIEIR, 5D 0\d JAK2 FAEE. FifaEOERIERNADS
INZARET T Do

Pre-PMF [CDWTEIPSSTREZAD EFRFRINTIEE S DIRETH DN
PMF LEIRDUR I BHEZRANTOEREATHRENZEN L TESEDOIR
FERE THD(80). F/z. pre-PMF Tl Mtz - HinH-1 > SSRGS
MERESNTE D, MIMRIEINHD A SNDEFITIE. ET DMig) AT (CE D)
FTEYRDFMZITV. URD(TIE USRI AZIRET I 5(81),

2) BEDEER
(1) BAEHERMDIR I XD - -1 U X DBEDEE

FERODURIHBIET. BURD - HhfE-1 URXDBEHTHZE L. MF [CKBDAER
(CZ ULV, BT DRRERFTRDIRVVESI (Hb <10 g/dL. BEfE > EihE
5T 10 cm. BmEk#ER > 25,000 /uL. @/MRER > 100 /5 /pL)TlE. #@
BRNLEX L0\, AMERIEIICMM/IMRIENN (CXF U CTHIRIBMEE AN M E IS S
(F. /\A ROFZDLT7HEREND,

(2) MF (CHDERIEIR(CX T D8
PMF T(d. B2 #AERLD. FEH. TR ELVOEEFERNTH5N.
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BEDQOLZEULET=ED., NS, mikisd. BRECXDIEE. X
TEEY A MOAZDERRECKIDTELSETNTVDEZEZBND. DK
SIREBEIR. QOL MFli(C(%. EORTC QLQ-30 1>, FACT-Lym X177,
the modified Myelofibrosis Symptom Assessment Form(MFSAF)/X EH
LMD (82, 83, 84), BAZEMXF 0O R/ \A ROFZ I L 7R EDIERE
AN, WINEHIREFZULWV. ILFVUZFZIEMF (CHESIES
MERDEMNRZBLTVD, ILFVIZFZI(CDONTE BT D,
(3) EMmICXH T DaE

PMF (CASEM(Cx LT, FRmmEkEm,. 'L k=Y 0>(0.5-1.0mg/kg/
BE)YEBRIETNILEARLSND, T RZYDOS TR AEMIBRE. 1-4 &
AT, #1 20% CEMDEMNRNH5MND(85). EHEMLRILE> (. BHT
(FHFFY—ILEGR>Y —IL) 600 mg/BHEHAENSD (DA ETITEGIFES
GBI TUVRUVIEE - $1E8]) (86). Cervantes 5(IEMMMKFMEZE/=(F Hb
10g/dL BLF D PMF30 fliCxf LA FY —)L(R>Y —)L) 600 mg/BZi%5 L.
30 IR 8 HIT(E Hb LANJLMERILL. fhad 34IE Hb 1.5 g/dL A ED LR
ZERHIZEIREL TS, DAETEEEAS /O (TUERSY) BAAEVS
N3 ENMZL GEILIL) (87). BFEEAF /O %5 39 4l (852 10-30mg/
H. i 20mg/BH) D55 17 Hl(43%)(C. NEFOE> 1.5 g/dL A ED
EEMHFENTND. EDOSBWMIMKFETHDZ 25 HIR 8 HI(32%) (. i
MIMKFEE RO TET EMIRESNTUND, 2L, BIIBREEZRHEENH D
BaMERZEITD, FT. 50 REMNGNE, LU RYA RS TEMDNR
ENEIFTED(&®) (73, 74, 88) (EILHN) . RRIENR < WMIMIKTF CRAVE
ML TlE,. TURORIF > EBNOBMEZ R I|REGD DB (74).
(4) BERE (T SREEBEIR - EEAEIK(CX) T D5

-2 URD - BURXDBHCHBITDBECH T DBEELTE. ILFVUZ
FZIM, BBIREIRDTUND(67, 82, 89)., HfH-1 URTEFCTH. PEE(IC
KBDEEEIRT, ZNICHDIEERARRA NI ILFVUZFZINEREND.
—7. ENLHLOHE-1 UR DRI X DBF CIERE(CH 3 DaBE 28R I D5
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AlF. —REEELTE. I\ ROFZTLI7MER=ND (@IS, FT.
J\A ROFZIL 7 CEHIEE UL EAMBEDZSE. ILFVUZFZINZ
RaEE UTHRESND ., URITONTZIEIE (X T e & U COREBERR ST
FRIBFIDEE (NS TEDTWD, 1>F—Tx0> a (F. MEEMEZR
ERENTHSD (OHETEEEI) (90, 91).

IWFVIZFZICLDBRCAL TG, RIETIHRARD,

J\A ROFS DL 7 oaERIGEE 1000mg/BMNER £33 (DHET(&E
I58h) o #9 40%DFEETED A XDFENIE51NS(92, 93), Mayo JUZw D
DERFBENFENT(E. EAIEST 10cm LU EDIFIET. 25%LA _ED#E/ & 35%
DFBHE(C. 50%U LDHENY 17%DEE (CERHOSNTND, JAK2 BRZERL
TEBITIE, TENE(F 10% LA T LB Do, ERBEESRIIEIIIEI THD(74).
J\A ROFSTL7E. BImEI/IMROEINTD > ~O—-)LICERANSND,

FEADIRHHRIRST (. BRIE(CH DR ZTNESE D, BEE L LT 1-5Gy
Z 5-10 DEITRI SN TVDIHENZULN, ZTOHRE 3-6 s AE—BET
»3(52, 74). BBRECHSBEREERONEZBIE LT, 23 i PMF 2EHE
FEA\ DGRBS & Z (T TEiREN DD (94). 1 A—RHIZ DI 277.5 cGy(7.5
DENDREETH D, 23 HlF 8 fITE 2 O—RULDERZRZ(FTZ, 93.9%
(CREBEBEORINEED SN, TDOMNREET 6 wH(1-41 w B)F L. K5
PRIBEIR DT RAn (L 22 4w A TH D 2. FREWER (R MmEKRA TH D, 23 4l
110 f (43.5%) (CHIEL TS, 66 (26%) T, 1 I—RDEREHEICE
BIPRMEKA NGRSO SN, CDD5 3 HI(13%) TIEFEFEAYREIMAE > imHY
U, MaHRIESZ ST 26 HlDS5. 9 HlFEDREENNE LR DT,
FMCHDIETRE 11%TH D, 1/3 OREHITIFF MR (CEREALmZ =2 U
ERRDINEIMEZHE L UTUD, 125, ARSI OBIIMEI (C K DRAE/KAT
B memE. >/ EEX. SREEOREIC L DHEFEBEIR. £ TFROE
TE/R EDIEIREI (S L TE. 1 Gy FTOREZ 10 K& &L\ o TTERERNRST
wROaE(E. BN THD(75, 85). FREMSMEEIC LD 14 HIDRRERSHI DR
T 1 I—XRBZDHIYE 5Gy(8 DE)DIREIMNENTIND. 93%I(ChEHE
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BREDMEIN. 86%I(CREREICHDIEIRDLENFH S TULNDH. WROFFHIEE
NENHIMET 2.2 58, 2.5 5B E—EBETHD. M/, 1FFBRIRAN
IRIBkEMEIENINENEI 57%. 50%. 64%I([CECTH D, EELRRBEEEN
36%(C4E L TLVB(95).

HERR(CRA U T, FMEAICIIEDIERE, 15(TERZE I D, HDVNIIEX
M7z~ 9 ARRE (O3t U T3, IRTETE. HEIRTAEHEIRRR & LTS (96). 1/
L. $ERE4R (CIMARIE/R E DS HHEN. BMEAFE VMR IRV E(TFRIARE
T3»3(52).Mayo U —w T 20 FR(CATHONTZ 223 HIDIREN B D(96),
MR EDEI(45.3 %). BRRE(C4E DAEIR(39%). FIARETTEERE(10.8%).
M/MRIEAMIE (4.9% ) (CX U THEIEAMTHON TN D, REEE(CHEDIETER(E 9% T
BD. B 31%(CE U TUVD, R (ICEF L TULVZ 203 HIDEDRDIE
YLEFEIRE 27 4 B (0-155 4 B) Tho e MMMk OB # 2 Uz 67%.
ERECHDBERIERZEB U 23%. FIRETUEEZRUTZ 50%DIERI TR
ZERHTZH, M/IMRBAMEDE (L 1 HIBERSHIIMN DI, HEIREIC. FFlEOE
KA 16.1%I(C. M/IVRDIENIN 22% (528 SN T, /)RR Xt 92 BEfE A
DEERFIHEIRDINR (FIXNEDD. RERRE(C K DREEMEIRDEEE M (CXF LAY
RZRHTUND, IR EERERIITENHDSNDZ ENSG D, BfiEADT U
BEESAND, flal(Cin/IMEEE 40 5 /UL AFICUTH LR EDTUNNETH
3(52),

(5) JAK2 PR

PMF D#IE#(C JAK2 DEEFEERNMETEL(Z, 8, 9, 10). LWFNDRSA
IN—ZETE. JAK2 MEEN(TEMHET D2 ENTNSDIERBDREDH LT
HdD. €Dz, PMF (CT B JAK2 PAEZEDHEFENEDH SN,

REMAFESNTULD JAK2 EEEE. WINEBNDFEEYTHD. ATP &
Bal(CHE T EICKD. BE JAK2 ZFIR Utk -2 B3R ADHAR
1BIEZIE 9D, BE JAK2 Z=FIR9 D Ba/F3 #Mif@=#iE L /= SCID ¥,
L hODAILZZRNTER JAK2 ZEBA LRI OIS ERELzL >
EI>RYDOXR ZR2IAKR RIRNS AT TV IN IR, MPN £k %E
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BAE U RBARN I RIREZAVWARET T (3, BBIEONE. £FHOIERR
ENHFBNTND, REFXTORRKAEBRDIME (CLDE. JAK2 HERICKLDF
B, EBER. ARERD. EBEOR TR EDRRIERTEBIESNET 25D
D, ZE JAK2 FIEHEROEIEDOZERIZBAEK(FR SN TULIRN., TDREA
D—D(F, MESNTLD JAK2 BEEFE(F ATP ZHREHEEIDHIC. R
JAK2 a7 IEI I DD EEERIC. BF AR JAK2 DEEEHHI T2 THD.
JAK2 (&M ICHBIRFF—TTHD e, ZBE JAK2 OiEH 7z TR (CHHIn] g8
IRERIE (S, EFEEMZE BRIF SN T2 2 ENFERSN. MRE N TFEEEHE
ANTORSEF. ZBE JAK2 OFERZTR(CHRDICIEF AT THDETEENN
EW. 2 DBEDEHEEL T, PMF ORIE. HWREOERKIC, JAK2 IRED RSN
—ZREPSMNC TET2 Z(FUH ETIERDETCFEENES LTI ENBITS
Nd., 7O0F U+ —DEE(IC JAKR2 DHDEBELFEEDESHAREWVESE. 1R
(CZE JAK2 OFUNTRICAETELELTE. BEMOBIEFRE=NR
WEFEE=ND.

IITE. MF (O3 URBRAGR SN TULS JAK2 FEERIZILFYVUF =T THD.
—REM(C(E. PEFADIECHE-2 URTLULDORER. RUMEE - EBERZ
BI - HE-1 URTDOAEHFICEA LU TEERAMNRESN TS, (82, 89).
DI ETEERRSE TR ZEX T(97). 2014 £ 9 A(SRAI SN, EHIEREK
THERAEINDICED>TLD,

a. LFVUZFZT (FE&mERBimEss) Td, #ho 3) RS
HE (7) BAEAID JAK2 FHER(ICLDBE BSRODIL)

PMF. PV. ET ([C#tH9 D MF O 153 fIH'EE I/ TR (CERSN. 14.7 &
AU EEEENZ, 115 fIHSEEREGHRTH D, 76 Hl(d 1 FL E#ELTWLD
(98). 153 Bl L (CHNT, £EHBERR. EEIRRE. FBERREDE
BIERNSELTHD . FREDNETH SN TULND, CNSDEEMR(E. JAK2
ZEBERIDHIRST . REDIEMICEH DN TND. EFR U TULZMIEDRAE
M S >0 JAK2 BEEEDRS(ICLDET L. ETFLTLWEITUXRON
IF>. LTFORERLTVWD. REMFFPEKOER JAK2 77UILDOEIE
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(allele burden)(&. 1 T 11%. 2 F£ T 18%DIETHRHSN TS, M
RE M (F MM/ IMRRAME CBMTH D, JL— R 3, 4 OI/IMRBAMED 20%(C
FTZIREMODOEIRND 23%(CHSNTVND . AEHIRE S (FRER R/ R
THD. INIFRED DV E—RRRERRITRE L TLD, FJFMRSE (.
TH. £EBEER. BERERETHDIN, LWINEEMTH DIz, JAEFEIE 22%
(CHBN. BB 2%. SEMBRBME 2%. FEDEE 6%. HHEEHD(EE
BDHIR 12%7/X EDERATHD. 5|1SH\VCEHEIEGERNY . KE(COMFORT-
1 FtER) CBRM(COMFORT-2 FiER) THEAfT =M. 55 I/ T HHAERDER R TS
ERMNI|ESNIZ(82, 89). MRIFLVINE. PMF, PV, ET hofeFE LIz MF
T. IPSS THIf-2 UROLI L. BEfE S5cm LA EDREFIT. COMFORT-1 T,
309 BIAILFV YU ZF I8 E T SRERICEIS. COMFORT-2 Tl&k, 219 4l
MILFV YU ZF I B EREDAE(best available therapy; BAT)ICEIDAF(F
SNz, YIESSE(EMMIMREICKD 15mgBID EU K (& 20mgBID T, FE
T> RARA> M. 24 BB (COMFORT-1)E U < (& 48 B £ (COMFORT-2)
TREIESEN 35%U HFA UIBEBEDOEIG. BIRNI> RRA> M BiEE
ERL DG, 2BEROWE. 24EFRETH D, COMFORT-1 Tl )L+
VUZFZIETIE 41.9% M EET > FiR1> hEERLIEDICH LT, O>
bO—JLE¥(E 0.7% (p<0.001) T D7z, ZHRDIESNITAEBID 67%(3 48 3E
B CHRIRNMEFH L TLVE, TEIRR 77 (MFSAF) T 50%Ll L DeiE% 2T
JEBIE. ILFVYUZF T8 45.9%. J> bO—JLEf 5.3% Cholc. ERERH
EPSUE 51 B CTORTCRSILFVYYIYZFZIE 8.4%. J> bO—)LEF
15.6% A FHARIDOBRIGEREZRH TS (p=0.04). SAENR(T JAK2 ZR
DE|(CKST ., T IFVUZF I (CLIERIO—>DIFIRIR(E(F &
A ERDBNEM DTz, BEDAL - BiETmEEEE 10%IEETH D, MEFC
Z(EHONTUVIR, FREESEREFEM S M/IMIRHA T, BiMll(C K DEHMEEE
(FILFYVUZF I TEZEBHSNTND,

DAEICHEWTE, PZ7ERERESE IHEHRE VT IILFVUZF 2T D
RMREES=N. 7aERIE 24 B R TOFHE CREIESEONE & BRIPIR D E
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SRR N TULD(97),

€MD&, COMFORT-1, 2 WINEERRHEAR P IEN 2 FRFRTOEBINIREN
IRENTLVD, COMFORT-1 Tl&, 155 FID)LFVUZF=—TED >S5 100 4l
hYaE#EER TH D, 96 BRFR TOEIESERIER(F 34.9%. QOL L2417
RDE(p=0.03) BHFERFNTLVZ(83, 99). BRI TITIHON /2 COMFORT-2 T
(F. IVFYVUZFZIBFCIE 28.5% N EET > RIRA > hE&ERR L IZDICH U
T. J>bO—JLE¥E 0% (p<0.001)Tdholz. FRRHABIHIRE 12 4 AlFs
TEDRDOHFSNTZ 80%DIEMTHRDOFHENHFSNTULD(89),
COMOFORT-1 BRIC, ILFVUZFZIE T, BEMET. TR, SR E
DAEIRDNE. QOL DWMENRHSNTUND, FREESHKR(E. & & M/IMR
B Tz (84).

O, WINORBREIAO—7vT 3 FROFBNMRESNTSD. B
featamd. QOL tRE(FHHFSNTHE D, £EFROWECRHSNTULD(99,
100). UM L. WINDOHRERICEWTE, 0> bO—-IILENSILFYVUZFT
TEANDOORA—=)I\—HRHESNTHD, IJAO-7vT 3 FRSRT, WT
NOREBREI> bO—ILEFEEHILFY U ZFZIBEANTORXA—/)\=LTL)
Jzo UIER 2 T RHMICEIDAF T BSNIZBF CDOLEE T D intension-to-treat fZ
HeITdEINFYVIZFIIBHOEFRBEDRENME T =ND. DIz,
RIE(CIR D, MRz HE T, 0> bO—IJLEFD I OXAA —/)\—D e (CHH
EUTILFRYVUZFZIT OEFROWENRZIREE U BRI RE SN, 8]
RHAR 144 BRFROBEFRE, ILFVIUZFZITE 78%. =HICI> bO—
JLICEIDAFIF 51z intension-to-treat 1> bO—)LEF 61%. JORA—/(—
WIED> bO—ILEE 31% & ILFVUTFZIEE, 0> bO—)LEEE LR L
T. TNELL /\F—RL0.65. 0.29 & BREFRGEN AN, £
DFR(C. AEBIBIRFDOIE D+ X, LY UZF =T8I DREDME RN,
GFREMEETDCENARTTRENTVD, FREESR(E. &l & /MR
W THD. TL— R 3. 4 DOMmEKR S JEERRIEE 6 o AUR R CRID 2-
34R) CBRIDZENFELEALET. ZORORBIAO-77VI T, e
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12T L— R 3 U EOmKFEADOSEE (MET ID. ZDizsd. FEEDEITICK
D mERANEA U TWVVSDIERITIE, TRk EE Uz D M/IMRER(C K > TRS
DRI E LR DTED I DIEENHD(99, 100, 101, 102, 103), =5,
TDEIIRE I ERNEST sHBR Tl 2013 F£~2014 (BRI 5 HE 13 f
BhVS 1292 D MF FEFIA RIAE (CEFRSN. D5, 1010 BICDWLWTRIAE
(CEBENIZRRRT —F TILFYVUFZITOLEF(CH T DHECDUVNTHE
Nz, £FRBOPIYEE. ILFVUFZIE 6.7 F31)\« ROF>DIL
78 5.1 % (P=0.001) T. /\A/ROFZIL7ECHUT, ILFVUFZT
HCAEFEROWENNRIN RSN TLD(104).

COMFORT-1. 2 BT, mVREADY 10 J3/uL AEDFEFINFEAAFEN.
MM/MEELIC KD 15mgBID UK (& 20mgBID THIESNTLVBIN., L< DI
BICRERAHEEL. REMNICIE 10mg~15mgBID THS N TWLIIEFIN
%U\(99). —7. TDEDERKREE 111 b ABILA 7 717 A58 (JUMP iBR) T3,
MMREIDY 5 F5~10 /UL DIEFIEEHFRSNTHE D, COREBEEFCEILFVY
FZINBNTHDZENRESNTND(101). ENSDEHITIE. 5mgBID T
G &> TLBH. TDRDITIRS5E(E. 10mgBID £THEESNTLD
FEFINZ < HE5NTND., EFERSEFHSH TRV, COMFORT-1 (CX
D AERABRBORMIES 2 (C L DERMEIE LA R 77 Db Z T U iciks
Tld. BEMEROSEE 10mgBID BLETEASAKF IRV, IBRSHED
WEDRICIFAZ(CMARF L TULD(105), LTV Y ZF =T HERMIAZ DD
INERNEFREABEATDIZENS, £FROBPEDTHICEFBESFRITEREL
IS, TEBRITHAZEEFELKITBIZENEXRLWLWEBONSD., F/z. JAK2[H
ERDEZ2HCHIIT D & ERERN R IINDIBEN DD, FIED
BR(Z. 218 ~10 HEEEMNT THEZE L. AEIRICEKD T 20-30mg/HEEEDTL R
VO zEHATDRE, FRMMETHD. Fe ILFVUZFI G TH
fatgez Bl T D 2 Eh 5, BE5H(E. B EzEaHHIIRRRIYE. B BT
ROAIVADOEEME, BIREE, FREBBRQE IR ZET D. RIEFTOE
PRIBRDI/ET(E. ILFVUZF I DRSS TIFER JAK2 HIEHRDOEIER
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BERHCOZARWE IR SN TRV, TNPILFYYUZFZIT DEEL
ROFEHN. BEIO-—ZRDETEDETIFRNS EZRLTUD, JAK2
PEEZRDAH T, MF DEEZBIET C & (IR TH DN, CNETHERENE
K THD Tz MFREBIIC, FifoiaEERIREEIZ5 Ulc. BIBREIGDIROH~F
UXO MFIEFITIE. CNETIE SMEEER EIFRRENEGEROFILTH O
MOILFYVUZFZI T, BIEIC K DEBIERPCEBEIROMERL T TR,
AEFROWECHF CETDITH. B 1BRED 1 DERDE(76,78). —H. &
X2 MF [CDWTHE, Hf-1 URTZEVERKRHERICH VT, BEDPEHIE
1BHET DRNAHFSND ZENRESNTUVSD(102, 106, 107), KD X8
(CHNTE. BEPEEIEEZEIIHEE. ILFVUFZIMNHEREEIND,

—7. EFEEMMARBAEREIGIESI CE. FAERIIC JAK2 BHEFEZERTD &,
JAK2 FHEFR(ICKDIEE £ BIEIROBENRSND . CNETHBZES
BDEDREEZEE T DIELT. JAK2 PBEENMEGE L/R2DaIEES. 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 DBHERXITEER (GVHD) DRAMCEBRL OB BHIF TS 3004
HhDdH . ISEVRSHIBRERFT IRETRNEZUV(108), —7. RBEVED
SEEDBINEEZEIND. LTV UF T EABEMMIRBIEC DT, £FEA
DEMIMZBEFIERUCHARERRSNTE 59 . BFE CEHEN R B
RF—H1EoNDIHE(C(E. AEESMIERBIENMBEESND . BIEEISRES (CH
(T BBAHERIDILFY U F ZTEBEICDVTI(E. DERDE I BRI AR RER.
BFHRNERTOBRN S BHERIOEZEIREONE FEF CE DN, BiEkFE
DUENESNDINEDMNEIASHTIFERLN(109, 110, 111, 112), JLFVU
FZITDHFERIE. 3 FET S50%EETHD. BEEIGESE(CDWTIE. Bibks
HZEH TR I D2HEND D,

3) EFESMmilfEHE
(1) BHEEIL - FAERHA
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MF &[FE U< MPN [CHFESNDIEMERIERIMKR ClE. BITEICREE L
(CRERIEZS ZIR>Tima. 1BEHCBIEZIT OB E CERFERNRRTH
Do MF [CBWVWTE. KDETURHRICRIEZITD EFENITRTHD LN
FEEND. MF DIFE. BIEEIEEBEMED K S IRIAIREADE T S48 T
DEREASHTFIRVND, BIELUANDEEREZRSNIE EETDFROIEIRE/R
% Dupriez score *® Lille score =X U CDFFTAIREN TS, LikdD Fred
Hutchinson Cancer Center WS MD#rETI(E. Dupriez score B 1 DIHFE 3 &
HEFEMN 84%THBIDICHU. 3 DIFE(E 38% EBHEDRKRIEFFTIRTHD
(113). F7z. 20 Hld MF (S URIFEBIEN RSN RIS DIRET (S,
FEMAZFERD 1%BHIR. JL— R 3B EOERRH#{. Hb 10 g/dL I FD
UROIT70F—DD55, 1{EUTDHZEDBERD 3FELEFRE67% THD
DU, 2 B EOBEEICE 16%EETLTND(114), TDELS (CIE
HOBER (CTFRBNMAARRTHDZ ENFRENDAEHG. BB EIRUIC
BEEFEMRTHDEVNWDI|RENHD—7. 1990 FH5 2002 F(CHIIFT
MF (Cxt UREAENN  TIONIZ 25 BIDHFINSDIRETI(E. BHERID Lille
score I' 1 LT DIZBED 2 FEFEK(L 48.6%. 2 DIFEIT 28.5%N EBREZ
FEHTULVRN(115)s UL EDKDIC, BRRIFBICKLD IR TZeHi L. DIPSS 1>
DIPSS-plus THE-2 URIMU EERDTEHBE. HDLE K - PR-1 URD
B CH. PRARZBAQZEAMRNDRITOREY X JE. HBAHER(C_Likd
FITH - BE Y R DB CHHY T D MF DIEEARIZY ZAMENESNZIBE. 45
(CHRFBEDBS (REMMRBIEZERE T DINETHD(72, 73, 74, 75, 116).
NZZFFITDIREE U T, BAENEEITTH DN 65 mAKimdD PMF438 Hld
FEMTICH LT, DIPSS U X TRI(ICEREE MMREEZE 2 (T TTAER & . BAELL St

SARZEZTTTEBIDEMIET ) X OZ KT D & K - -1 UR DT
FEIREE MHRERBAE(C K DNRR T 1w RRH SRV, FRE-2 URXILETIE
BHSNTULND(117). D, CIBMTR h'5. 20 mULE 70 mRkisdD PMF/ R4
MF (CDUL\T. 2000 15 2014 F(ICE N /ZREESImlRTEHE 551 fl &, BiEz
SHEL TLVRL 1377 FIICDWNT. BHHEARITRRIE 6 4 & READLEEN R SN, BiE%
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1 FRFRTE BIERBHAFET DIz, BHERFC. 2EFHMES /DN, BiER 1 F1U
BE(E. PRFBETIVCLDHRH-1 URIU L TEERF SRABEFMEN TLVZ(118),
Fie. BHEICRKDIRRT 4w MME URAITNREVWETRDIEEE E/R>THD. FfE-2 U
ROk, Fiz, -1 URTTE, —BIDOAEBIT(E. BHEICKDNRT v bhHpD
EBONSD. DIPSS-plus (CKDHME-2 URTEHCH T DEFRABDPFIUEL. [RERT
2.9 . DHEIDHETTE 3.5 FTHDZENDE4). URTDEEN S HTIBHERTHR
DT E LTI, AR EBHRI-2 URIBENBEIEEEZ BND, 2015 F(CHK
=1Jz EBMT/ELN(European Group for Blood and Marrow Transplantation
/European LeukemiaNet)ERD—F+>00)IL—T(CLKD AR LR—
hTIE. PMF (C39 D EBEMMBIRIBIEDOM RIS (L. 70 mAKRi@mOH[E-2 U
RAOBE. BYRDEE 65 mARmOPf-1 UX DT Wmikir. RIEMEFER
>1%. FERAEBEREIK, triple negative DEERFI. ASXL1 ZEBF MR E AR
DRATER I A DBENETSNTLSD (%R 10) (108). RMRIMEANZBITLTH
SoaEkEEREEMMBRBEZIT O CTEETNDHTEH LWL EMNS5(119,
120). BIMRANDRITYURIZRHNSFHEL CTHE ZLEEFEDHTEE TH
B, RETE. ZLOBELFEERNMNMEESN. CNOSDELFERBRETRE
DOHEBEIASNNCENDDHD. RO FETRS T ADOFEEFDIERPT
BICMXT. AILRD KD IC MIPSS70 (Mutation-enhanced international
prognostic score system) X 177> X5 (64). CHUCRBAREEDIFHRZ
A Iz MIPSS70-plus = X7 I(65). RAEBEAREE EELFEEDHT. REKFAR
ZEFRRNWRAD772 X7 GIPSS (genetically inspired prognostic scoring
system for PMF) (66) BiIRIEESNTLD., MERDRAIT7ERATATIHEIX
DEEEHESNTWZIERCE. BILFERBHWNSHD & L FERAREN
WIS T HEND T EMASHIICESN. EREMHARBIEESZ HIE T DR
(CF B CFERBRZSOIRINIVE THD T ENRSIITLD,ELN2018
(CEDAEIEIHTE. CALREESY (T, SRSF2ZR, TUTHICHM-1 U
AU TIFASXL] ZERDOIRFRZHR T D LB TLND(67).
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& 10. [RFEMEEIERMPLE(CX 9 D RS MO I SRS

70 mARmORME-2 UR DBt &)X DR
65 mAimDA/-1 X IBHCDNTE
M ARTF
RAEMZFER>2%
TRARRER
Triple negative
ASXL1 ZE[Z1%

EBMT/ELN EFED—F>00)L—F(CKBDA> 2 HRALR— LK DSZES|IF(108)

FEAERFEERR (C DUV TR, TEFAIEEAMRVLAY, KBNS 60-78 mDEFME - —
R MF (S UTiThoncEfEESmMiEiE . #iE1% 100 BT 13%. 34
PHEFEKR45%, 3 FMIBEBAETFR 40% EDIHENSD D . EFLER(C/ 177X (E
HDEBDONDIN. COImRSE(E. SHEDRVERE T, Lk X D (CEER
TEISEBORBIRK(CIRDBB T EERELUTNS(121). DHETOD PMF 02
WrBFEFlinDHPIME (S 66 k. 9 1/3 DEEFIE 70 A ETHD. EBMT/ELN D
J>t>2BRLR—(108)TE. BIEEILFIMD LRE 70 MREEESNTH
D, HCT-CI A7V HEEHEREZSDH TORINMVETH D,

(2) EiEBHEICHITDFERT

[EEBHERF D FEEF & L TD DIPSS. DIPSS-plus OBERMEICDWVWTHER
HEncTnd., 27 NUWDIL-T(&. EEEmffileiEzsz iz 170 flCDu0
THRAT L. ERRHARIRYE 5.9 ££C. DIPSS KU X U8F, fl-1 B T34 FHA
BIDHIUE(EURVD, PE-2BFTE 78, 8URTEFCT25FTHD. ¥
HERENSHERTD DIPSS UX I THAIEIRE TH D EHREL TS (122), iz,
RAWDIIL—Th5E, 76 BIORRRT. 5 ELEFELE, DIPSS-plus DIED
X FE 100%. FIRI-1 X8 51%. -2 U XI5 54%. & X I8 30%
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EIRESNTULD(123), =5(C. INSERARPAR(CINZ T, CALR/MPL LAFtdD
RSAN\—BLFEEOEE. ASXL1 ZROBHEEV\ O LECFERIBRZM
X IEBHEEFE TS X5 s MTSS(molecular myelofibrosis transplant
scoring system)EIRIBENTH D, 5 FL2EFXE. B XUE 90%. Tf-
URD8ET77%. &' ) A8 50%. 8B X TE 34% LI_RENTLD(124).
Ffz. BMT/ELN ERD—F>00)I—T(C LD HBRLMR— KT 7/
mikEmm> 20 Bz, BERE> £ANEST 22cm. HLA —EERUND RF—.
Performance status>2. HCT-CI X17>3 ZUXUOAFEUTEIFTND
(108), XM MF [CDWTIE. EBMT —4Z A\ zEfEEmifiaieiE 159 4l
DEFGRMEETTIE. DIPSS URXTBHELDE MYSEC U XU DA 8B T
BOFRCBERTH D ZEMBRESN TS (125),

(3) MF (Cxt 9 2 EEE MBI HE DB

BRORHIENBIRTH D (CENMNNDS T BHEL IZEmeEs e (d 4 S nIae
T. BRORMIEEES T THHUU LOEF THEMNHFSND ESNTL)
D, Ffz. EBMT 7 —H(C KD 1995 FH5 2014 FO (CAEESMIBREEAE
=T CHNBEE 2 FEORF R TER LU TULVE 1055 BIDEEI T, 10 £24F (&
74%. 10 FHEREF(E 64% ERIFCTH D (126). CNFTODHREELHNDET.
EFEE MR FEAE (SR FE M/ IR MF OaRAEEERDBEDZ E(FBHSMNT
o»d(111, 127, 128, 129, 130, 131, 132, 133, 134, 135, 136, 137, 138,
139). UM U. MF (CX1 9 2 BRI RTILE RO RESMAREHE S, BHEE
EIETEN 30-50% E/mNC ENBI-ETH D BNV 2EFER(E 50-60%
(CEEFD>TND, FLHEBRNGEIME (CRIET D ENS. BRRIENFILED
WS (CIRD (K WEBIEE < | &b T3, SAEREES N K DRV EREIFEE
HIRTLE R DIBPHEDIRENZ L)V (140),

MF (CX1 S DEIEBHED F & F D> FEHIEADRIE L U TIE. 1999 £d EBMT,
Fred Hutchinson WATZ> 45— ZEVEBRHEMRRICKIDIBENEITSND
(127). 1979 £EHMS 1997 EMREIC MF (T3t L CRIERAENTHNZ 55 Fil (4
HehOUE(E 42 %) T. D5 49 K HLA —BUMiGE BB Th oz, BBl
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&(F. TBIZEOLZAM 356l TXILT7>2ETLZ AN 17 fIT,
GVHD FhlE. 47 FINNSOO0RRY > ZELL A TITOHN TS, 4 6lE
BAER OEBEDOFHIABIICIET U, 1 Hl(2%) TEBAREZ 7D, KD D 50 fi
(91%) TEENROHSNTULD, BIEROTA 5 FEFRF 47 %, BEANRY
NAETFER(E 39%. BF(E 13 51(24%) T, BHE 1 FLAANDIBHEEEIET(E 27 %
THDfEe MFICEBNWTE, BOHMREBNHESN. N TRIBEFENESN
DT E Ffz, BHEIC LD T FHLULDRERIT, BEERHE(LEERNESND
ZENTRENTZ,

ZTDOROEABBIEORRRAMEE LU TIE, 2010 F(C Center for
International Bone Marrow Transplant Research (CIBMTR)(DF—4/X—X
ZFWZ AR ORBROIRENEIT 5N (130). 1989 F£h'5 2002 £
F CICHEATSNIC 289 FINEEMT S, FhHIYE(E 47 = C. 162 HIHY HLA —
HERREBHE. HLA NESIFERBIEN 26 . JEMFRERAEN 101 FIT
Hofc. 65HIT. BHERTICHREMNEITSN TS, BHERDaE(E. 20-30% T
FEEIFRIRN LB EIRSN TS, IFHEkOAEEE. HLA —EEREZBE
T 95%. FFMFEMBHET 83%I(CHESNTLD. BHER 1 FTOREEESE
(& HLA —HERRMEBIET 27%. IEMFREBBIET 43% THo T, BiER
5 FTCOBEFER(E. HLA —EHERREHERBHIET 32%. FIFMFE[BHET 23%. &
HB%% 5 FAFEE. HLA —EEREERBAET 37%. FIFMFERBBHET 30%Th
D7z, 2% GVHD(II-IV E)(d. HLA —EEIREEIFEHET 43%. FEMmiGERAE
T 40%I(C. 'B1% GVHD (&, HLA —EERRMEZPHET 40%. JEMFEMBHET
32%(CHENTUND, BIERIOEE EAEARE. BIERIOHEE &5 AENE
BF COHAMC(FZE(FH SN TRV, BREFFIIENRTALE T (S, BhER 1 F£0
TAEEEIETER 15%. 3 FHERAFR 39% C. SRR aHLE & Z(FH 51
IR TZH, FEMFERBAET (F. BHB1R 1 FORBRBENEILTER 49%, 3 FHF
REFE 17% ARVMERINASN TS,

DAENS(F. WMESHEBAREMDHMRBIEFS —TbtEREET -4
(TRUMP)Z FIUW\TZFEMTE R Z 35 U CUL\D . PMF (CXt 9 2 #ILOIFSHERNE E LT
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(F. RF—=Y—=RFBIC5FEFRG. MFEHE 63%. MBFRHEM 43%. FEM
e 41%. FBEFM (2FEFXK) 36%ERDTND, ZEEMFNTIE. R
—V —R(IBEREFCHEREREAFEL LT EMEENT . PS>2 W FRERARR
FELUTHEEINTLD, ERIFRIRNBENEARD 76% 7 H5HDH. BREE
IRAVFSHE IFEFIET . DEFICEFH DN TLVAL(141), TR AES (&,
TRUMP >—4&ZEFH L. 1993 M5 2016 F(CHEITENIE MF 224 IO
TEREIRE L TLD(137). Y — X (&, [NIFERE 10%. MFEKMHEM 21%.
SEMiRERE 41%. JBHMM 13%. €D 15% Tk > fz. 2% GVHD. 8% GVHD
DS (CEHEY — X TE(FRS, BREE 14T 11-17%. 4 FT 13-24%
THD. IESTHMRY - XA TEFRSNEMN DTz, RF—VY—-XRIC4 54
FR(E, MiFEHE 46%. MGFEKMEM 48%. JEMFER 27%. R 48% &
FD>TWLD,

MEDXS(C. BRDIRELN D> TEEENEFSN. # 30-50%(CREA%E
FESND. —7. EBARZR(E 2-25%(CHENTUD(129, 142), £EFE
(CRANDEF & LT, BABRIOTRARSZITOT > (ATG) OfER. FrMmizE
FRIEREZET CTVWDIHREEHDN, REFTTOEZIEEFREDYRIHA
F(IBASH TR, Ffz. MF TEHEZ S < BHERIOFEEER(CKDZREDIZH.
e OIEE. &< (CAHEEREDOURINENEESNTNS.

(4) RFr—&R

HLA —E(ERENESNDIELE. 24D 25%FZETH D £ < (F3EMmix K
FT—NEOBIELIED. FFMFERBIETE. HLA —EERRHEEHE & BF DK
BAESONDETDIREEHSNDN. CIBMTR 1°, MPN-Research
Consortium M5 DIRETEHSND KD (T, BHERDOEEREHEFLT (. HLA —
HERERE SR U T, FFMRERIED A HEEREERT DU X INENE
I RIRENELUV(128, 132), F/z. EBMT h5DIHETIE. HLA TE—ERF
— ER—HRF—TE BHERIFBFRIET(E 12%%t 38%EA—HRF—TH
<I&3(129). TILFISE> . RILT 7S (C. FEMFERBHET(E ATG ZhN
Z e B BB FIRRIAT AR (C KX DATmE iR (MPD-RC101) TH. FFMiFERTE
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HETE EBAENS L. EFERBEVVEE. HLA —EmiE k>—LSin 5o
FRERAENME N & T DIRENZUV(133). EDFA TR, R —(CXDBHERK
BDE (NS IEDTEZM HLA A—BBEME R —h S DBHEIL, kA&
LCTURIRBENEEZEZSNSD(124),

DA ETORIETIF. AMHESOBERNEMMREBIEFS— Tt tERSEET —4
(TRUMP)S —5Z RV CRHT ORI T3, BIBERIEBRIETDOUXIRAFEL
C. BHERIOSEDEIN, R IBIELREMIE SN TS D, BRMBERDOER
R E UTREPVENZ N ENIRESN TS, 22U EIRTDY R TR F &
LT iRy —R(FHESNTHE ST HLA —Emigk R F—hAF 51730
HaE IFBFEILTOENMEHFSNDEDD. HLA —HFFMmiEk - —. A
(FIBIR(CIRD EFER SN TULD(137, 141), HLA FEBBHEDIREEH D1
2M(143, 144). REFRTE. TEF >R (EDRL D RF—Y - &
UTZHRE(EH B TULVRLN,

(5) BRI

MF (ILEBH RS (CHRIAEIT D ENS, BIERERTRMNEVT A HEEES
120D, AERBENES N K D AMEOBREIERIER BILE (C L2 RES MmililetiE
WEHENTEe. BHRIRNEILE & IFRIRMBILE Z L8 U Fo b & EhER
(FFE LIRWVAY IR CIIME (CRAHERIEDZE (FH 511 TUVRN (128,
134, 145, 146), SREIFMIRAIBTAE (G, BEBEESIEN L DMRRB L
T TE D0 BREIRNANSE LB U T EBRAENMPPZ R ETD
#RE"(128). I UEIFBRILTDETAMESNTLVRLVEE, MF (CXHTD
BREIERIRANAROME D T (IMRFFERE CTH Dz, EBMT hSikE=NT
2224 ZDOARRIRIFETIRBIEENT(C L 2B RIRN NG & BREIFIREIATE
BOLLR T £EF(FMmEF CREFERAFTH DN BSIRHRNAER CHI NI
BREZRMEVVERNRSNTED., T+ v MIEFHEHTE. SRR ENEER
(CKDBHENEF LWL EFERSIITLD(147),

MF (CX) 9 2 B8 FRIR BNEERR DS MERBAEDB BN R IR UTZE]
[ EHEROBEREIRE SN TS, EBMT ([CKDZERHRFISE I 1HKER T (.
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MF103 #I (RFM4 63 fl. X% 40 flz&) (LT, TRILIT7>
(10mg/kg). ZILFSE>(180mg/sgm). ATG DHEIEREIC K DEHERMEN R
HEINTULD(129), FlpPIUE(E 55 % CdhD. R —(EmiFEN 33 fFl. 3E
MmiFEH 70 HIT. FPEROEE(E 18 H. MIMROEE (S 22 BT, 2 flIZER
<EHITEBNEBSNTLD, BiER 1 FOIFBFRIETEE 16%. 3 FHEFERK
(X 22%. 5 FEREFEE 51%. 5 FE2EFE>E 67%THoE. FERARRA
F & UTHEE 55%U L HLARBESHEIT 5N TS 554ER 100 HT 69%.
BtE® 1 F£T 93%(CERDIRMENERE U (KFFHEKLUTLZ, FZ.
Myeloproliferative Disorder Research Consortium (MPD-RC) 101 (&. )L
FSE>. XILT 75>, DHF ATG ([CKDERIIFEN RTEEDRIE E iR
T. 2010 F(CHHEFBRFINIRE SN TULDN, FIFMFERBAET(E. JEHRREEL
T 49% EE <. FRFFRIRNBIEDRED R —YV - ROEEMZIREL T
WB(116). BARNEFTCHSWNTE, TILFSE+XILT 7S ETIVIS
E>+TJXLIT 72D T, 2EFOEIEEATFICERRSNTLVRLN(138,
148).

MF (CX) 9 2 RS MR SHEDRIE & EHER (IR SN TSI EBEIIBHE
AILE (ZEA S TIFRV, BRFFRIRNAILE T JILYSE> /TXILT 7
SEULE TIVFSES /AT 7 SURECANSN TN, TDEER
581, INSIEMT D ATG PESRETHRBROES - 58 (fR&) 12L&,
FEFRITRFTINEZREN LN,

DHED TRUMP —4 TOEMTT(E. MF (CXTDBHEDSE. BHEFEMRIE
HBEDEEN . SARONFEZHHDIN. SHRIRNENEES . IFERIET. &4
FICERFHFSNTLVRLN(137, 141),

ZDLDIC, BREIFIRIRDERER (S, BEEESMEN L DR IRD T ENES
FCEDN. FEIRN - IFRMBDAEROWVINICENTE, JB/dL2A>
(FBASHT(F/R<. EBMT/ELN D—F>00)L—F(CLBDA PR LR~
N THHEREBE(FEEFH S TLVRL(108).MF (CX T DRIERZER T D &
SERERFUEREEEIERN R SN D AIeEME (HME <. /NRRIRFIM S HER TR
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AR ASTEFIRE(CKDIMREZIBHER TV HENH D EBONSD,
(6) EBAE(CHITDIBIERIDNVR—Z A S

ERDLD (. MF ([CX T DEBESMMEREHET(E. EBEARE(E. 2-25%(d>
B5NTLS(129, 133, 142), £EBEARR(CRANBIET & UT. BEbIRIHHL. IRE.
ABRIODMIMAKRTE . RAEEY 1 1> BHERID ATG OfER. FEMBFEHETS
ENFEITENTND, £, BiER 30 HEFAOBE(ZIES T >10cm)Dik
FEEBAZDURDEAFE U TIRESNTLD(149). EEEMHBIBFHER](C
fEREY>. RERE D/ N HARF U CIaHRER B & e T U I S OB B FE. 417 (C
RIEFTHECDNWTIE. —EDRBHESNTULVRW, BT BRECH LT
JAK2 BBEENMANSND ZENE L BIERINR— X2 MMCH T DHEEE
BRI DEE NS <IRDDDHD. JIAK2 [BEFEZRIERIEE & DMEAHADH
S5TRAEREEORB LRDED EBONIN. SEBOBRFIHIUETHD(116,
150). &7z, JAK2 [BEFETEY 1 XD /NS SN D 2B E (L9 D%
DIFENCDVWTCHEIRKR TIERATH D,
a. fEpg

AERIDFERR(C DLW TIE. &l CIBMTR WS DIRETI(F. BABEELEF DX
E(EIHSNTULVRN(130). —A. RAOVDIIL—T (SBIBEF TERNAZ &
HwELTLD(129). UL YA XDKRSIREGISHETHNZ . DIz
BRENGS <D EBOND, BHERIOMEE (B EROEMEIEN RN EH
IRSNTUVDN, ERRFEMEADESHIE. FETRNZ V. BIDZ < DA
RS> TIFHER SN TR, RIED EBMT 50D 1195 IR T (d. 202
5l (16.9%) THAERIICHENEITESNTLDIN. BEOBETEREFICER
FHFSINTUVRLN(151), SEBETUEORRRE (CXt U CTHERR (FEIRF (TR D1ED M,
REGIE (CHITA N E TEHS(130, 152, 153),
b. RRERSY

BABRIDIREEST (&, EBMT/ELN D—F>00)L—F(C LB HALNR
— hTIE BREEOHMR EDEHIEN UL UEH SN, BAEREREZEDIRE & 7a
DIZHER LR ESNTULVSD(108),
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(7) #4ERID JAK2 BER(CLDEE (6. /B (5) JAK2 HEERE B8RO
&)

EfEEMMARBERIDILFY U ZF =TI DIKRS(CDWVNTHE. BA RN
AR EHEBROIMENER SN D DHD(140). LFYV U ZFZIKRE(C K> TH
FSNBDZ LG ERIREBONE (CKLDIEBRILT DR IIEDHEINCKDE
BAREORD . EEY A A AIFICKDEBARES KU GVHD URTID
RAODNETEND. — 7, BRINDIBAEERELUTUIIILFVIUZFZIHSHK
T RFORERAE(RET, ISMMEIHEDERE, BREMEY X T DIEKR, BHEA X BIMRRIR

(GVL) ROV ENFEITS5ND(108, 154, 155), TD#E. JAK2 BHEZFED
5=z Iz CYEREE MlRBEZ TSz 100 Z2OEHSHRAET T,
WV ZFZT ORI RIEORAEFILERIEET 6 BUEZEWIBEI(C
discontinuation syndrome MU X IOHWE<RBDZEMNPASHNCEN(111). JL
FYUZFZITOHIEREACFREINE,. BHERIEHERNEZE(CERATE S
RN RENTZ. CNETORRZEE(C. EBMT/ELN D—F>200)L—71
St B RALR— RTE BHERID JAK2 BAEE(C KL DEBBENAICDVT, IR
B I DEEPCEBERZEE I DBRECHNT, TOFEAMET NN, D
EEBER 2 vy ABICHIE L. RAMAZE THEL, RIERDUINT> hz
BETDIZH(C. BAERTEHE 5 ~7 BRIW\SREZ /G L. BAEanaEaIR (CHRIE
FBTEE, THSNTLVB(108). TN, MPD-RC114 ER(C L DAiM =,
BRNRE SN TLVSD. MPD-RC114 E&(E. BHERIICILFVUZFZIZHREKR
MAZET 2 »AKSL. 4 BETHEL CRERIERZHIR I 53> JIL7—
LDFRERT, £EBEARE(F 16%. IFBFILT(L 28%. =% GVHD (3 64%. 8%
GVHD (& 76% THh oz, COIREE - BELETIE. BIERDARICEZER(CILFY
UZF I ZMHAO T ENTEDZENRENIZ(136). =5IC. RAYDYT
JL=THY 159 Bl MF (Cx1 9 2 &3 FRIRRAIAE (C X DBHERIEDEH R
TR ZH|RE L TV, ZDDE 29% CTHIERICILFY U ZFZIH%
SaNTHD., 5E2DHFIUEFE 30mg/BHT. HFHE5HARIOHFIYEF 4.9 4 AT
HoIz. IWFVUZFZIHERHIHESEFOLER TE. 214 - 1814 GVHD D
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A, IEBRIET, BREXR, 2AFICEFIHFSNTH ST, BiEgiD/LFV U=
F =T (IREIEERIE (CRDEEERN DN, BT, GVHD OFRIEEEDET
PIEFRIFETDE TFEH SN TLVRLN(139),

& /=. Shanavas S D& EN AT T (3F2HBHT (C JAK2 [EEEZFRA LIZIBE.
DIPSS X7, RF—HATEEBIC JAK2 BBEFE(CH I DRIGENFEEF
EIRBDTEMNRENTD, JAK2 FHEETIRAN(CHEN RSN TULDEFCIE.
2477, IEFRET. BRIRGUVINSE. JAK2 EEZEFERD(CAMRNEITL
EBEDBELL. BENAZZEE T IRICEZ LRDIRTHD(111). FL.
EBMT M SiR&E=NTZ MF (X9 DEIESIMHAFSHE 551 FlDR S HRAIRET T
(F. 227 BN CILFY U ZFZIRSEN SN TLDIN, BAERID)LF
VUZFZIERS(FDRL EORIBRRB(CABDFE (TR BY1XN 25%
U EHNUTZBETIE. BANRD bR, BREORENHSNTLD(109),

BlEDZENS, ILFYVUZFICR> TEFIERONE. BEREDREN
HIFTE3E00, BERICIL VU ZF_I#FERITITECKD T, BiEE
AN @ LTI EDMCDVWTIFIEST > IAAESNTULVRN, Ffz, Lilkd
KT, BBRICILFYVUZFZINEH L TUVDRHEAD S D FABRAEN K U
ZEAL)ILFYVYUZF 2T D S#MEGEEN 3T 50%2E THDZ E(103)
IREZER LT, BHEAID JAK2 AEFEROES. 1&SHIRZROBHERFEIDY
Wiz 9D ENkdS5ND(140, 142) (K6).

50



ERREDIEE

BIBRLGE BHEE i
JAKZIREROEE Performance status
BMEE L HCT-CIZA 7
REET
S BT e OB U BT
e RED EERANE

ShekrEe

b
TEHBIA T

URD
FRECDURD
L5 2

QOLDE T
GVHD - B

SCERR7 L DB, BEER

B16 BEEERMEIE(CH 9 2 FEBS AR HE D IS

4) $HRIPN CTDIERE
(1) HiREH

FIEFEDOPIYEN 66 % ChDZENS., IHREHFMMHTENT, IRES
FEAERSNRW, MPN ZE&HUIEIRT(E, MARAE. RBIEREARE. RE
DURIRBNC EMFRE SN TLVD(156, 157, 158), MEIRF (L. MARTEDT
BhiRx &, ET DFHA RSA > (TadIWinMERENS(72). MPN (CHBIF2DE
HIEIR(CXF T DA (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)(CieEk=
NTWBEN. Z<ORFTEIRASNTBH (157, 158, 159, 160). VT
NG, PEHIOBRAFTCEARAR (CEDWZEDTH D, TEFRALA
ILEE LK (FIRWC EICEBRITDUNEND D,
(2) 2HEAMBEAN\DEITHIDEE

MF S 2R L U CTREBMRNBIT UIIBEDOFR(SBOHTE L <. L
HIEBIERDZ VR RIVIAZE T (. AEEEEDOBIEFZ U < EFEEOFR
fE(F 2.6~3.6 ¥ AELIHENTLID(119, 161),
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BiEdEICFin CHhHNIE, EREmEREEZERE TS (72). PEHITEHD
A SEEEIERMRICECCEREARTECLD ., ERNESNIZRRT. &
P CEESMMRBEZITI D E(CKD. RBEROIKRENHD(162).
FBEENL VR TOREIL. BFRD XA TMMBH THELY. Mayo-AGIMM iHE&(C
KD 410 BOBAHRNFENT(E. EREBEZZIITTIES (24 B)D 5 F247F
LK(0S)NM 10%. EfFEAE CERRICEDTCRERIEZZ (T TULRUVVER (24
£)D 5 F 0S (& 13%. EFEMNMESNITBIEZZ T TULRUVER (200 &) D
5% 0S (& 1% ToHh oz, TEFEMNDIEWZHEIRICITEBNIRETH DN B
REANBENEZN U TCTH. AERIER L TE. REAFR(EHLUWZ EAVREEN
B(119), BARMEETTH DN, MF (CXT DEESMARBSIEDMIEE LT
(&, JAERESET. BREREWVWINESWVEDD, BiEE 3~5 FOEFREH
20~30% EmESNTHD . EREBHEFIRANEERERDED ZENREEN
BD[3-5]. BHERICERECTHD LN BHEROREITFR(CEET DIMCTDLT
(F. BARNER(C L O TR ITREMNMESN TS,

EfRBAEEE U TE Mayo-AGIMM iER T (&, AML (CHE U 2N bFE
BT UTCIZEDEMRZR(E 35% EHMESNTLDH. Lo TZABRENESN
TEZLDIEBIEERNAHFSND(119). —A. MAFIUEEITTZFZ o715
S UTZAERIDE BRI T (E. ERHR(E. BHXKE 32%~62%THD. —
EDMENMESNDN BHMEFEERER(C. SWROFHHAR (3R, Z2<D
FEBI ISR - BRI SD(163, 164, 165), LEBlDHRET. TEF>XICIFZUL
We LTZMD T WINDBEICHWNTE. Filz/athEDEEDRFEN RO SN
D. RERESNIZ MF BITHAS KURMEAEBAIICH UIILFV U ZFZT &
decitabine (DM ETI(TEILHY) EDHAERKRSE [ HERT(E. EFHEAEFYE
(7.9 7B EVDERHRIEN SN THED(166). BiBEETDOI US> JiaEE
12D1ED. BCL-2 HEEARR NSO XRICDWTIE. DEBIDEHRIEEFTT
(FB DN FEAFIUETEEDHAICHWNT, —BBDAERFICH VLT, FEERIEERT
DIV >0 EUTERRAIGEENRENTULIN, BERTEIEST>X
([CZLL\(167, 168, 169).
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UEDZEMS. MF A SRMERIRICETURIGE(C (. SERMRICED
TEBAIMEETE. HDNE P FIUIRR NI SO ETERHREANE
1TV BAERJREAESICIE. ERESMlfREBIEZE RS 2 ENEE UL,
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