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2.9 %
1) RIER
2) IFFLEH

3. ERARFTR

1) BRARIEIR

2) HIZERE

(1) >RtHM

(2) FFAZAE

(3) EREzFR - R

(4) RBIHMRE

(5) FSAN—EBFER
(6) ZDMDEZFERE

4. B
1) Bk
2) RN

5. F&

1) P&

2) TREF. JVRXIDH
(1) Lille 3%&

(2) IPSS

(3) DIPSS/DIPSS-plus



(4) BITH BEU RO
(5) REBHARE

(6) DFEMFMURY

(7) DAEDERICHIF B FEFAETILOBS
(8) TIRMBEMIMIECH T B TFETAETIL

6. A

1) A&

2) JABEDERR

(1) #AEREDRD XD - -1 U X DREDEE
(2) BEERHELE (CHE D 2BIEIR(CH T DIEE

(3) BEM(CX9 DA%

(4) BERE(CHDIEEMEIR - EIBAEIA (S § DA
(5) JAK2 A=

(6) IMiDs (GEISH+)

3) EiESmEFHEiRtE

(1) ZHEENL - FotEFEA

(2) EEBHE(ICHITDFERETF

(3) EBEFRHELE (CXT I D RS M HIREHED/GEKIE
(4) R —&iR

(5) ZHERIEE

(6) EEAR(CH T DIBERIONRZ— A b
(7) FBHERID JAK2 PEEE(CKDEE
4) FIRIQRSL T DIEE

(1) HREH

(2) AR N\DOBITHIDEE

SER



1. E&

BRERIEAE (L. BRECLERR L Z ST IRBDIENNTH D [REARBHDIR
FMEEIRME & BRRRBICHFE I 2 TRMEESIRMIE(C D 15N D,

[RFEEEBERMEIE (3. SMEFERL NIV TEUCECFER(CLDBHFT
EEk & FERECRIAIEBYE S S BREIEIEEIES TH D . 1BIELTZEXBRTE
ED\SEESNDIELDYA hH I EREEEMRICIER L. SREORIEL.
MEFES LOBE(L. BEIMEI(C K DEM. EMEH. REMm TORBARTRID
BRDHIR, BIRSFENIE/R E DRV EERIEIAZ 29 B[ 1],

TR EBERRAHIE (STE 4 DIRR(CHIFE T DNV BEEFRIMBKIENE. ARSI/
WRIMAE, BBEERAZAEIREH X EDMBRIRRICHFE T DI ENBLN.

2. % F
1) FREX

BESERFHREMIE HEPRBEFRRMARER [FRMMEMEECAY
SFHEAFRY (AFRAERE BOSBE. NECE, JVEGRN, BINER, FHE
. =BEF) & BRIBRFSEBEMRN\T >0 — NMEEZITV. 1999 /15
AIBE RRFEEBRBERMEEEDREHEZT D TL\D. 1999 FM5 2015 FD 17 F
E(C. 780 BIDFREFNDEFEN DDz, CMNIE. AEKRTORER (F/ 10 HA
(CT1AN) EHEEITDEDRMETHD. KEICHIFDEAART(E. RFEEESHER
MEAEDHEEFAEE L. FHAL 10 EAHBIED 0.3 ALHBESNTHO[2]. Nz
DHREDOALO (1.27 8A. 2016 F) ([CIMET DL EHLTEMFTARBEREE
(E. 380 AELHESND . BARMBRFSHETHEZER(CKIDMBRIEBAELZ TR T
(F. £ 150 FlIEDORERFEEESIFHRHEEFRFEANNER SN TS D, 2017 FD
BEREUL. 223 6ITH o1z,

2) WFFEFD

40 FARBDFAE (IMBHTH CTH D . FAEFHDOPRIEE 66 mTHD. K 1(T2

WS DFImfEEZRT . BULb(d 2:1 & BHECSZL.



3. ERPRFRR

JRFEMEBEIRMEDEARIRER (L. BREDLEIMHRMEL & TN(CH S BRIMNEM
THD, WA (C(IEMAIA. FFRRAE (T4 S AEEMEINZ 5/ (CEFRHEE X2 L.
FEMBARE CRBIAIRIMEK. BIRSFERIEDPIRY?, [EEfls2. TI—RECTE
BRI ISIEZ 506 D & S ERERMEEZ5E D . BalZFRIMRE T (I, BIFRH(EHAT (HIK
SIRJREIMBE DN, EITI DL, drytap THDIZEMFEALETHD, B
BEEIR T ERIDLEIERMENERDSND . Fz, BERCEREL TR ZRMEDE
BERRMELE Z $ER I D2 EN S D,
1) BRPARAEIR

#) 20%DIER (S, ERAREIRE R ETBADER(CHER NI, 940 %DIE
B, ZEREF (CLUF (SR K SIS DERREIRZB L TLD.
(1) EMAEIR

IERD S EREZVOLENE. BN, BRBAEDBMAPIRTH D, ZrikS
DFBBEDSEH 20%(CRDHESND.
(2) RESPAEIR

FERE (T D REEPRaR,. BRI EDIREMEIRZH) 10 %(I588D.
(3) LmAEIR

R, EARBmAEoBmtEmEER 1 %S5 D.
(4) ARERD. FEE. &T

INSDOEEIEIRZF 10%(C5RDHD.
2) HIZERE

[RF 4 BRERMEEEDZIN(CWBIMREZR 1 (TRT,
(1) >R4HMm

BN : Hb 10 g/dL KimDEMFH 70%(CR5NSD.

MVIMRERES « [M/)\VRER 10 J5/uL Kii(EK 30 %(CR5ND. —75. BB K
Z 15%DAEFITE 50 H/PLU EE EF U TWS,



FEMBHAEARE | REFEKZL 70%(C. EXI/IMREZR) 40%(C. SREIRIR
MEkZH) 70%I(CFRHTUND. £ 60%DEEFIT. FRIEMDIFERD 1%IU 528
513
(2) FThEhE

fEfEZ 75%I(C. FHIEAXRZ 20%(C3RDD.

(3) BREZER - £

BHER (IERRNEONDIBEEHDIN. drytap THDIZEMFEALT
B0, EREERFICITONEND D, £ TIE. REERIKNEHIIS. HEH

(FREESFAERRAC M B AR ARE) DIBNNE & BICERREHORHC-BRE LA
HoND, EITTDEEMMBRAD (ERD T D,

(4) REAKIRE

PLEAIRB(E. BN dry tap THIE(E. FEMEAWNTITDS. 85%NDAE
BlEDRENEOND. DHETHRIE ULERIEBRIREED D 5. EBADH
M eJgE T o /= 258 HlHh 104 (40 %)ICREARDEENRHSNTLB[3].
del(20q)(11q13). del(13q)(12g22). trisomy 8 NN EEE (CHSND
HETHDIN. TNTERELID 20%ZE(CHIRTDICTET . HITEMRE
BREEZH I DENTHD. BERHEIEICH SN DIRBARERE(E. BMERmik
IENOME YA BB 4 /) VR MG (CHEFE 9 D IR D BRERRHEE B BB R AL AAE(REE
(CHBNTEH#BNDEND. RREMEEEEIRMIEOTRI & BEEFRT D EEE
ZE <. EMIRMBKISIAE, AREMEIVIVRINNE, BRERFEZRIEIREFRE EDAEY)
FREMNTEERTEDOLEBNOND. REEEIEIRHE CRMRA\DBITYUX D
NEWEENSB i(17q9). del(7qg). del(5q). 1123 E. inv(3). del(12p).
trisomy 8. EMZELDIEE (L. DHETIE. HETHEBLZE3I%THD[4].
(5) RSAN—ELFER

EREBIEESE DD FREE (IR S K ARBATEH D 12h' 2005 F(CZ < DAEHI(C
BT, JAK2V617F ZENFRR =N, SREEIEMIES DD FRREDAZIAN SUR
(CEATZ, 5. JAK2 Exon12 ZE. MPLW515ZE. CALRZENER =
. BCR-ABL 24 EREEIEMEEREDFE 90%DIEHFI T, LWINHDELFE



ENRSA/N-BLFEREUTREBEK(CED D TOWD T EMNASHNELD
fz. BEESIEHIES Cld. LIRD RSA/N\—BLFEERDMICE. TES A
HDFPORNARTSAZ 2 INFOEEREHEZRETINTE D, INSEIR
FEEDIRRE, ZEIOFRFRCHEADKREIRE 12D DDH D, FINELT
ZREOEEZR 1 (TIRI[5, 6].

a) JAK2 &

[FR M S REIRMEE DRI FENDAERI (C. JAK2 cDNA D 1849 HEBHDIEEMNT 77
Z> (G) F=> (T) NOEENRBOHSNSD[7-10], COERICLD. JAK2
D617/ BT = JEEE. )NV (V)M T TILF7 S =2 (F) NEH#L(V617F)
SNTULD., JAK2V617F ZRE(CKD T, JAK2 DEEREHEMNEL. 1 b
HA 2 3EFIET TE. JAK-STAT ST H)ILASEH b SN, MFEIENTEL. B
TEFRIMERIENNAEYS . AREME I/ VIRIMAE ., [RFEME B REIRHIE = SO ERBEIE 4 IES
DRANCEIZ(ICEAS UTVDEZZISNTUD, IR, JAK2VO17F ZE(E. |7
FE4 B REIRHEELIN CEMERMEKIENIRED 95 %A £ ARER MM/ \MRIMAEDFIH
BT HBNDJAK2V617F ZEZFFITIRVEHFRIMEKIENNAE (£4RD 5%KH)
DARZEDFEFCHSND JAK2 Exon12 DZERE(F. [RFRMEEREIRHEE I3RS
ENTULVRL[11].

JAK2 B FEEDREI(C(E. B3 DNA S — 0T EDMIC, 7U)UHE
HEE PCRIEREND D, JAK2 BnTFEE=(allele burden)(d. HwREZKIR
IRZENS., JAK2 BIFEEDREDH TR, EZ PCR T, E-FEE
SFTHEITDZLIE WEZTHIMI D ETERTHD. £z, JAK2V617F &
2(E FEDIAK2 )\TJOFAT (\TOFA1T 46/1) [CEHREICESNDZ
EMRESNTNB[12]. DHEICH T DRI TEH. JAK2V617F BEEZHIT D
[FRMEEHRHEESRE(E. @EFE® JAK2V617F ZEEBE/RVVER EHE L
T, JAK2 )\TJO51T 46/1 Z#BI HENEL (Av XL, ENEN 4.4,
1.7) SEMTRESNTLB[13],

b) MPL Z2&
[FFEERBRRMEED 5-8%(C. ORI F>(TPO)DLTETHF—THD



MPL DIREBEMI CDEENBHSIND[14, 15]. MPL DZEE(L. AR/
IRIMIED 3-4 %(CEHIRT D, MPL (CEENEUDE. U1 b RIBNR
<TH. TPO LETH—IEHEEEN. JAK2 ZRE ERBFRIC. JAK-STAT =03
JLMEEM (SEME b, SREBIEIEESORELEKICHES LTS,
c) CALR(calreticulin)Z £

HIRD KD (C. BEMFRMEIEIECS UV TIE. (FERHIT JIAK2 ZENRDS
N3H AR/ MRINAEYSRFE 4 BRERMEIE C (&, JAK2 ZRE(FHIFEATR
SNBDEECTET. TNEBSIDELRFERICDVNTIF. ES<AHATH T
2013 fF(C CALR ZENFER SNz E(C K> T, AREMIVIMRINGE. [RRES
BEARHELEDRY 90% T, JAK2. MPL. CALR DWINHDELTFEENRDSN
DTENMHIBALZ[16, 17]. CALRZR(Z. [RRIEBHERHEED 35% TRDH5
. JAK2 ZREEEEPICIRD & 88% EEXR(CEENFIET D. CALR BRI,
SHOEESTATHRHFENDN,. LWINE. 9 TIYV>DILKRESNIZE
BICHMEEMEADLDNERKTDZETELDIL—LSTREET. K
ST, 47 1 (521BERK) EZOHELUER (24D 65%). 17
2 (51IBEIEA) EZDHELUER (32%). TDAth (3%) (CHIFTBNB[18]. =
NSDOZERIF. WINERAUERE CKRinzE U D, CALR ZEBMAEMI & JAK2
ERGHEGZLE T D & JAK2 ZRAEHITE, SEFIE. BMEKSE. NE
JOEAMEFERE EFOBRARMMRICENR SN, [RRME SR T (.
CALR ZEREHI DA DT ENRIFE T HEEHD[19-21]. CALRER(L
ZRTHDIEDD, WITNOEEREHBOIL —ALZ T bZ4EL. C RindD
KDEL BcolZ R <$hfzid C RimhE LS. CALR (FFEC/IMEAKCHFEL. Ca D
EE%. EERIFOZZHEEEAOE, MilgiEE 2 ECES5 L TLDN16,
17]. TDOZEEOBREIBIEMIEBEFRIERKR (CHITDEE CDVWTEIN T ITH S5
NTSElz, X007 LA ([CLDBLFRRFEANS. CALR ERICHVTE.
JAK-STAT 20 FI)ILOSEHEACHYREEDHRILTH D Z M RE SN TULEN[22].
RIFDIRETIE. CALR DEEEPIN MPL DFRES RAA 2 (CHEE L. [BEN
12 JAK-STAT S0 F)LOEH bZE U T, ERERROMEIENZEEND



ENRESNTND[23-25], Ffz. BEUFRMEKENAE T CALR ZENFHSHR
WD(&E. EPO LTS —Z @M L TERVNS ENSEHRARIEETH D,
(6) TOMDECEFLER
a) ASXL1

[RFEEBEIRMEAE 11 Btk 3 BI(C ASXLI DEEN RS SN/Z[26]. ASXLI
(FRUDA-LDI—T (BRI DELF CTHD. ASXLI DEE(F. FEREBHER
HEREODRY 30%. EMFRMEBKENNGED 7%. ARREMI/IMRINED 2%(CHS5ND
[27, 28].
b) EZH2

[RF I EREIRMERE 30 B 4 HI(13%)(C. EZH2 DERZZROHDIHEN N
TWB[29], EZH2 (3. ERX R AFIL NS> RAT TS5 —ETEHSD polycomb
repressive complex2 (PRC2)DIR—FR> hT. H3 ICHBITD U EKED
AFILNS ORI TS EUTHELTULS([30, 31]. EZH2 DEREI(Z. 18
HEBEEEKIERIMED 13%. BEERAAIEIREED 6%([CHRHD.
¢) SF3B1, SRSF2

SF3B1. SRSF2 (&. RNARTSA 20 (Chh0ad 5> )\ 08B 1—- RT3
BIZFCTod. SF3B1 ZR(E, ARERMM/IMRIMAET<3%. SRSF2 (&, AREM
/) \RIMEE T <2%. BREERHEAED 10-15% CEENRE N TUL\D[6]. SRSF2
ZR(T. BEEFRMECSVWTELER. BERMREFOTFERARRF LD TUD
[32].
d) IDH1/IDH2 7Y > 4

PEREH(CRS I dERZI— RIDELF T, TDERICKLD, aF MMIIILY
JUEEMS 2-hydroxyglutarate NDEENEE =N FEAHNPEE TN 5. 2008
F(LTUA=TICHNTIEUHTIDHI BENFRE SNIZ[33]. IURIEE Tl
IR ARIEREI > B SRS N S S BB B 9% (CF81T U TTAERI TR
HEND. BEERIEE ClX 4%12E SARESEE (HMBEWEDD[34] . FEARE
HET D EMNRESNTULSD[32],
e) TET2



[RFEEERERRMEED 17%I(C TET2 BREZ&88D([35, 36]. TET2 [C(E. /RE
O Td 3 TET1 EEFRIC 5-methylcytosine % 5-hydroxymethylcytosine (C
T DEREEN DD . BIoFFRIRZ epigenetic (CFAGTI L CL\D EHETEEN
TWB[37, 38]c BEICKDIFEAEDHIT TET2 ZEAD CRKODRIENEL T
BD. TET2 OBEENHEESND EEZ SN TWND, TET2 ZBE(E. B Rmik
IENIRED 16%. AREMMM/IMRIMAED 5%. EHEHEEEKER MR > HEERZAK
FEAREEDH) 20%(CH BN D,

f) DNMT3A

DNMT(DNA methyltransferase)(d. DNA DXAF)ULEFHIHI T B8 R%E 11—
RLTWLD. DNMT3A DZE(E. S4EHMERIMRD 22.1% & LB E5EE (C
BN D[39], BRERHIE(CRXMZSD)CHEND, BROIEE (T 15%71F
ET. EBBEL[40],

g) CBL

INEEREEEKEBIMRD 17%. EBHERMEKERMRD 11%[41](CH5N
D C-CBL DZE(L. [RREEREIRIEED 6% DA (C5E8D[42]. C-CBL (F E3
ubiquitin ligase THD. Y1 b hA>LETH—Z21EFF>ALL. AELI®
ZMMEIEET D. IEED C-CBL (FNAMIHIEF & U TOEEEB L TL . CBL
NERITDECOHEMNEEIND EEBIIC. BE CBL (FYA MAAADR
ISHZETTESE D28, MENEFE O TRECEAS5 T EEZX SN TULD[43].
h) SH2B3 (LNK)

B4R LNK (. JAK/STAT SRIEOEHbZR(ICHEHLTED. TDEEICK
D C. STAT REOBRULNFEIND ., SHHREE CEDRPITEENRES
Nn<cTuLd[44, 45].

4. 2ZHR
1) 2t

[RFEMEREIRMEIE (. BRECH VW TECERIK BRI RN IEINT DT
BEEBIEEREE CTH D, TDOYHIERIL. BREOHIREEE(XEML THDEDD. il

10



HERRHEDIBAE (F12V VDN HOTEE U TETKENTH D, [HifRM ] LM
Nd. #1793 & BICHVWTERGHIERE. 05 -0 2REDIEE, B2
DM (BWE{L) "EUD TERMHERR] 2D RIEMADBESFEK. FREFEKD
IR (B7RSFERIE) . ATARAE (BESMNEM) /2 EDREIRFIRZRT LS (T3,

#) 20%DFRE (L2 (CHEAEIRCTH D ERZIIO. MDIRBDIZH(CER
B ERZ UBR(CICFICFERSNDMEE, B, BMmEKIEZ. m/Igh.
F7RSFERAEY®> LDH IS, [RFEMEBRERMEEDZRI ORI C13D ., BibiRiE
REDZRICHEIMRBEZR 1 (CEITD.

[BIRRHEACHA | DBRET (S, MRS S — 4" S ARMEDIEEZ 7R
BB TH D, IRk EREE M4 S ERBKAMEN UL TS BRI,
“EBOERR" P EMER" EIFEN D EERRODUINUAHEET D. BIROERKEK
YNUERIKEREEL. EHRZRDDICEEHD.

EITI DL BREAOHIBIRE. 05 —J > RDiaE. s ENECSD R
HMELHR] &2 D . [RFEMEBIERMEEDFEALEDRE (L. COFHAICIED TERU
HTEMSND. EEERR. FIREZ, AER . REET. ME. Bintin
IREDERIEIRDOERZHD. RMEMRETI(E. B, M/ REIAD
BRESFEK. 7R3FEk. CD34 BBItHifgdHIR, miE LDH O LFRIRENELD. B
HMEM(CK D FEL DIZEDIEENTY 90%(C. FFIEANY 50%DEE(CER
5Nd. UFUEFER LIRS, BitFrR(E. MliRHEETEO S -5 T iRiEDtE
ENEATH D, BIRSEMHETF U TUVDEMI TIIERIKDIZEERE N BIL
D, KEBD DO BERE(FER/IHBHEIR D D VNI TS — T Rk AERh(ICER=NTL
Do ZEARREEIH 30%(CHSNDN. RFEMLEBHERMEE C(E Ph £843H D
ULME BCR-ABL (F+ 5117800\,

WHO OZME#EZR 3. KR4 (-9 [46]. INFETIE. WHO %85 4 liR(WHO
%0 2008) (C X DEZMBENL < ANSNTEEAY, 2016 & 5 A5 4 ARCRETIR
(WHO 3%8 2017) WMER=MNIZ[47, 48] WHO 73438 2008 MSDAEREE R &
LTI RFEEERERMEE C(E. BIRRMECHEA SARME(EHA(overt) (T T THIILTZE2
WIEENEC B SNC. SEIDETTIE, BREEIEHEER DT N TOZIMEETHEL
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T. BERERICKDRIBMENZEIOREBEE (CIRZEE SN, BRIERDZINICHITDE
BHEAEREIN TS, BRERHEIC DTS, MiERE - BREHCRE U TIMELE
PIIZ 5. MF-0 15 MF-3 £TO 4 BBETIHE I 20 L — RaFEM SEE SN T
3(&5).

WHO 7348 2017 2B T3, RIfRMECEARF S SaitREE iR CRARFE S
BEARHEEED. TNENAIEB 3 DINRTE, /NEEHZ 1 DU WU EE(T2H]
95, KEE 1 T, EXERDEIEEEFERK. SKLUEHORECZFHMmL . KIEE 2
T. fOBEHRERZED WHO DIEOZIELEZBIIRW EZHER L. KIEE 3
T. BFEEELL(ZOO-FHILN—H—DFE. TNSHRAFSNRVNES(CIER
ICEDOBERRECZIRIN T D&, EIRDTLVD,

WHO %348 2008 h'5DZEEmE U T, KIEE 1 (& WHO 2348 2008 o [#H#
FRIEN (OS5 —T AR b Z D TEERIRDIBIE E BN DD 2 & DULE.
HFRHEDIBEN RO SNRBVNEE (L. ERIROIENE & BFEZAICINZ . FERERRMEZD
EE. UXUETREFERROING 245 & 9 2. BtllamooEmzsE>] &
JEEREN S, AR CEABBEEHEE ClE. [T — R 1 % 2 X 2HMiBMREDIELE (344
IRV, Fln(CEE U TERIDHREDIEINZEH D |, MR LIS BRI T (X, [HH
B U< EOS S nBE (JL—R2, 3) 245 &Lofz. KDE
AR RECE(CHE SN TLD . — 77, BIFRHEA LA S BRARIEIE & ORI RIE L1 DAR
REMENM/)\VWRIMAE (CDULVTIE. WHO 3438 2017 Tl&. KIEH 2 T. [HfEFRIEDERE
DM (JL—R1) FBHTENTHD] EDEHMSMZSNZ. ZD2DE F
BHRERDIZH. BECERTDZENVETHD[49]. AREMEIMVIMRIMAETIE. E
BERDIZEE(C DUV TIE. BRI CHE U ZE I DARELDMFAERKIKDIEMAY. KA
B 2 [CEBESNTVDIN, EFREBBEHRMIECDULTIE. ZIEE(CEXIKDOIZRE
([CDVWTDEEFIRNAY, —AERYIC(E. “BORRR" P EfMeER” EIFEN D EE %
DEINIAH R E T DERIRDERN KL HF5ND. KIEB 2 (. BE&AFRD. X
IEE 3 Tld. WHO 9348 2008 Tl [JAK2V617F ZEEX> MPLW515K/L DK 573,
SEMAROIO— 48Nz RIFARMND D] ELofzicsk Thoeh. WHO %E
2017 Tl FZIC CALR DELFEEMNBEE /. JAK2. MPL. CALR ([SEETE
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BEZRORWESE. MosEEODEWVWELFEE (ASXL1, EZH2, TET2,
IDH1/IDH2, SRSF2, SF3B1) ZiIEAT 2N, RILEEEERECZ K ITEERZRI
93, EVVDIELDICEGTFENERN(CEEE =N/ /NEBTIE WHO 5348 2008
DEE(CEEHINIZEM. M5 LDH D_EF . A1 nIaE/RpEME, BRI (CHNX T,
WHO 9348 2017 TEEmERENMA MDD, D55 1 DB EZ 2 EhEHi L TR
B Z & (AR LR R B RRREE C (X BARFNEZ R )M EBELEEN TS,
2) H#ERIZH

BREOIRMAL (L. RIEMMOERICHVWRISECELD S ENDD. Ins5%=
HFR U C R EBRIRMEE & K. DA ETO R EEHRHEEDERERED
SERE (. 1. AEEMEIVIMRINGE 30%, 2. SEERFEREIREE 27%, 3. B4R
ERIENNGE 21%, 4. BV >/)\E 5%, 5. SEBHHMEAIME 5%DIETEH D,
PMF &[E#k MPN (OSSN DEMRMEKIENGE, BRI/ MRINAEHHIH 2K
Z583[50]. SEFHEREDOD. BEMBREBIMKR. LFRMEESHE. 25HE
THRISIIAE. HFEEEKIENNGE. SRR R. R—Z 1T v MR, BIFIRERER.
BHEEXNOT v —. EAZ> D RZAEE. Gray platelet fiEfz8f., £85I
TN =7 £EMEETHEBCE. MU DASAFTA RIGS., IMEHRIRSTE.
NRIUVBERIRE(CRD TR BRRIEEDIRSEN 0D

JAK2 > MPL OZEDFE(FI7O—F)LICEMmMEMEIEL TWDZEZE
RUTH D RISHEDBRERMEL (TRMEOBREIRMEE) & RFESHEIRMEE
PEMERMBKIEINE - ARRMEI/MRINAE D ST U Tz BRERHEAE & DRI (CH
BT&®%. —7. JAK2. CALR. MPL \SND RSA)\—ZEEZBHIR\ triple
negative DEEEH] 15%EEFEIT D. CDBZEF. KDEECKGEDEHE
R ERIN T D ENEETH D,

5. Fi&
1) F#&
DHIEDEFST -5 EUTE. BESBRNFREEMIDERHS MR EERER
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MABEFRMEEMEE(CRAT DAAMFIAT. BARMRFSZREMSZ XI5
(C. FEREESIHRMEEORIAS DERFABTZITDO THD. 1999-2015 FDM(C
FARFERE 782 ISR SN TUND, SO TR, EERIIBOHRIUE 2.5 F
T. 3FEEFE59%. &FHBEFPREF 4.0FTHoz (KB2) [4]. IF>X
KX DI/REETNIZ 1962 5 1992 F(CEZRTEIz 195 BIDERMR[51 D%
7HAf 42 5 A LZEEF R TR TH D, DHRETOELRIER L, BRI, 24
BIMRADIT, B, B MRNADORITUNDFRBOEE. IRETH D (R
6).
2) FEREF. URUDHE

[RF 4B BRI DIRRIZA D TR (I —T IR, BEBCLD/\ZY+
HARSEV, RRMESIRIEEDO T RZINE I IIRENEREG. R TS
NTULVRU, iEMERHRRRFSAE (FME— DIRARERTE CTldd D TDD, JAREIEE
CEEEL. B2 DBECHWTHRIEREILT, RIIFRIIEZZR L. aFH
HZREITDUNENDD. DIz, B2 DEED X IRFZHET D2FEF
AETINDBETH D, INFT BROTERATFEHFESDETTFEIHES X
FLANBREIN, WEMAERSNTE, BEFTICHRESN TV DIHRERNZE
BRIV IISRFTLERTICRT,
(1) Lille 548

IS5 > AMD Dupriez 5(CKDIREENT Lille 25N, CNETHRNITLL
RAWSNTEZ[52]. 1962 5 1992 F T2z 195 BIDERATT (.
60 i . FFRER. AERA . Hb B, BMmEREMNET (R REMFERD
1B, B MIMREENFEAERF THh oz, Hb 10 g/dL KiE. BMmBkER
4,000/pL i ET= (3 30,000/l BOWTNEET BEE (high risk). 1 DD
B9 D% (intermediate risk). 1 DEBEZ/RVEE (low risk)D 3BF(CHITD &
SFHARPRYEE 13 A, 26 v A, 93 s ATH DT,
(2) IPSS

2009 £ (C International Working Group for Myelofibrosis Research and
Treatment (IWG-MRT)S5F & X117 J > 20 < X5 A (International
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Prognostic Scoring System for PMF; IPSS)H\F&REMNT/=[53]. IPSS (CHIT
DT EARAF (S, 65 U L. it I DERKRAEIR (10%LA_ EDEKERL . FEh,
Z&F). Hb<10 g/dL. BmmEk#ER> 25,000/pL. FRIBMMDZFEk=1%0d 5 IEEHT
»D. PEARRFOHN OE. 11E. 21E. 3EULDOHZEDEFIARIARIE
(. ZNEN 1134, 794, 4.05F. 2.3FTHD,
(3) DIPSS/DIPSS-plus

2010 F(CEA U< IWG-MRT 5., IPSS DFERF%=. BRMKFIEDZEEE
LTIV I\ = REICEDWTREZZEX DT E(CELD T ZIFZIT TRl
EARBEETOZIEFRTFACRIREED I EMNB]GgE LR D TZ[54]. EFHE
ZXIZ;R E LTz Dynamic IPSS(DIPSS) &, 65 mkRimdDHZExHRE LUTE age-
adjusted DIPSS (aaDIPSS) M@ &N TL\D. DIPSS Tld. EEKRZFBAT DI
FEIRURDODHERICH D T FROZILEHEAI TS, IRBOEIT(CHETTEES
FHORE(CKIID, &<IC FEGSMEHREBEREIL SRS 65 mKim Cld.
aaDIPSS (IFBAEEICDFIRR(CBERATH D, =5I(c 2011 (. DIPSS (C. m/
R 10 /UL LUF . FPRARRENR (BHRE S DI WIHENTRNOREAEREZ 1
DHBDWNWE2DZD[+8,-7/79-,i(17q), -5/59g-, del(12p), inv(3), or 11923
HiERk]) . Wiy (ESEEIRMEE(CBIEL . Mk EE I DAEREEM. X
12 DB F) ZhIk L7z DIPSS-plus hElE =M /z[55]. DIPSS-plus . 2
WrFODH TR < B CTHBEICEIEETH D Wi, RELALSNTVST
BFRAEILT. EmEBHRBIEDOESZER T DRICEATH .
(4) BITH /BB X DR

2009 £F(C MD 77> =Y HATEZI—H5, FEP(CEFEIFPREN
12 yAKRBERDINS A=Y EUT, M/IMRELS F5/uL Kifi. RAEMBDD0NE
BREDIFEK 10% £, 17 BREARRED 3 DAMMHEINTLS[56]. 2D 3
DOWITNN 1 DTEHIRULIEIBE, TOROAFIMPRIED 12 s B ER
RT#1THA (accelerated phase) &EEHESNTLVD. —A. Mayo VU _—wo
Mot BURXTRFELT, —REBARRKEEHREE (monosomal
karyotype). inv(3)/i(17q)E%. RD 3D (ZFEk>9%. BmEkE=z4 F5/uL.
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TFRARRLEN) OFNS5 2 DULZET D MUHESNTE D, CINSDHEF
D55, WIHH 1 DNEIRUIEES. 2 FRTER 80%U L EBHTFEAR
T. BEUXUE (very high risk category) EEZESNTULB[57],

(5) RBEAKEE

DAEICHITDRFAT(E. REAREORER. 2R U TETFRICEEZS
ZIRX\[3]. 2120, del(13q) & del(20q) N DREBARRENH BI5SE. EF
BELDFEFIT® del(13q)dpD LN del(20q)DHDREBREEZHB I DAEHICLE
RTCFEARTHD. 17 BREREEZE I DIEHNE. FRARTHDITEN
RESNTLB[56]. DAEIDREBDIRFI T, 17 BREKREEZHI DA
(F2ARD 1.7%(SBE1R2VNY CORBAREEZHF T/ VES (CBANTAEFEARH
FROUENBRICHE . RDRDLD (. DAETORETI(FARHSEE (TR,
i(179). del(7q). del(5q). 11923 £%. inv(3). del(12p). trisomy 8. #&4#
BRESAMRANDBITIRINENESND.

(6) DFEMFHNIRY

ADRD KD (C. [RFEMEBRHRMHEE ClE. RSA/I\—ZE(C K> THETDRK
RICEMNMRSN. CALR ZERBHAIN. BinvEmEKEM. /MR RSN
DEENHEMICELS, BN FERIFCHDIENRESNTULD[19-21],
CALR (C(&. AT 1 BERESFAT 2EENRSNDN. 147 2 (FJAK2 &
HEMHEOH & FFEROERRGZZ2EL. 9147 1 KDEPPFERARTHD L
WIRESNTULB[58]. — AT ZFEMBBEIRMEED S 5. 9 15%(% JAK2. CALR.
MPL W\SND RSAI)N—ZREZRDHIR triple negative EFI TH BN, DK
SIMEFE. BIMRANDBITENE <. BARNICFRARTHD LN RESN
TWh3[21].

JAK2. MPL. CALR INDELFEETIE. ASXL1 ZE(F. RSA/\—ZE
1> DIPSS-plus X7 & (FMHIZ U TFEARTHD Z EMRE SN TLDB[59],
Z7z. Vannucchi SOEEMTICKD E ASXL1. EZH2. SRSF2. IDH1/2 MDWL\T'
NPOEENMFEIT DL EFRODETHH#S5N. NSOV ITNHDERNF
1£9 B4iEfl%& high molecular risk (HMR)&ETFEE LU TULB[32]. TDEDERNT
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TlE INSOEEDHREFEICHEL., 2 DU LOZENMFET DIHE. &7
BARIMMFICARR THD T ENRESNTLD[60]. COXDIRELFERBRZ
Tolc. URTEFEUT, BRAERFIRICIMR T, CALRFAT 1 ZEMNIRN &,
HMR ZEZW\INHDEFE. 2 DU ED HMR ZEDFEZNXZTZ MIPSS70
(Mutation-enhanced international prognostic score system) X177 X5
I[61]. CNICEEAREEDIBERZINZ /= MIPSS70-plus = XFAMMEIEEN
12[62]e ERDAOAT AT ATIHMEI R DEBFEHESNTWTIESICE, &
CFERBHBNESHDE. L TRARENMMENSITHENDI T ENBESH
(CE=N. F(CEBSMEFFHRBAEESFIR T (L, BEEL Y DERIC. B
FERIBRNMVA LR D TS DAREEN RSN TUND, Tz, KDRBAREED
BIREERL. URTRF(E. REAREREE CALR 51T 1 EEMNRNT &,
ASXL1. SRSF2. U2AF1Q157 ZEV\INHDFEDHT. BRKRFIRZSEIR
W77 X5 Ix GIPSS (genetically inspired prognostic scoring system
for PMF) BIRIBENTULD[63]. CDOKXSA#EENS. ELN(European
Leukemia Net) 2018 (CE D <;AEIEE T . CARLERE S 1 . ASXL1.SRSF2
EREORFRE—EPOMAFTERE TIEEZE CORE LRV DDH D, £<IC, H
-1 U X DR CRABEICZIRET I DImE. ASXL]1 BREORZFR(SHERE, LS
ncund64].

(7) DAEOREFICH T DFETAETILOEIL

FROBVRADDFEZANT 1999 FLFF 2015 F£HTICAIMS (SRR
UTCWBDOH EDRFEHEEEIRIHEIED T 182 2T D X IR FZAVNTHE
9L BI3DLD(T/8D. IPSS. DIPSS Tl AEFHAEFIMEN' 10 M £
DR X TEHIHEBIRETH DAY, EMmEFF B EDEIc ZZ R I DH/-2 U
R OBDBRNEN R TIHD. DIPSS-plus Tl HfE-1 URXIRFEHE-2 U
ROBODHHNBIEETH D, HEFRTOMNEICE W TEIFO TR FAIC(E.
DIPSS-plus i"&REEIGT D EBOND (R8. K3)., Fo. Lk, BITHA.
BEYURX BRI T DAEFIOEFHABPIYEL, ENEN.1L.3F.1.24FT,
FRAREIDERNAIEE THD (X4 ). £fo. BiTHIZ M 95 dynamic model

17



(FOHEDIEFCERLSER L. #IZE. 8P EEICTFRAREFDEREAE]
AECTHD(HE5).
(8) TIRMEBERMIECHITDIFETFAETIL

B4R M EKIENE VARG M M/ MR IME D S 21T U TZ 2R IE B BERRIEIE C (3.
FENERFEAO 2RI HANYES (C K D TRESBRIRDITH. CTNSDIEFICXH LT
[RREBIREEDO TR FRUETI)ILNZDFRFTESTETDINESMNCTDONTIE,
IR TEASHIRIEST > XICZ LW, BINISDIRE T (&, [REMESEEIRIE
NE & TR BRERHEE T, PR (CIHSHVREFIRVWEDD, ZIRMEEBEIREE C
(&. DIPSS TFEDERLIIRE TH DI ENRESNTLD[65], FFFEES
MEFITIE, OAEICHITD TREEFIERIEEC DWW TCEBREZITO TLD,
AR /T T REEMIM/IMRIDAE N S1T U 2 TR S RERRMELE (.
DIPSS-plus /& EDIRFEFREIRHEED TR T RESTI)ILZAVTIERITIEE TH
DR BEMIRMEKEINGE N 51T U T IR 4 S BERHEE (X/ERI R TH D,
Hb<10g/dL. m/IMR<10 F5/pL. Bm¥k>3 J5/uL Y. EMEFRMmEIENEN S
BATURRZREBRRMEED TREF & UTIRESNTH D, INSZALT
FRERFAETILMRIBEESNTLDIN[66]. DMNEDIESITIEFERREFOIML
WREETH DTz, A TIE. IREEBERHEEZIRF D&, Hb<11g/dL. M
MR <15 J53/uL. RABIMEFEKZ3%. CALR ZEN RV, F 9 DMK, ZUX
R F & U Tz MYSEC (Myelofibrosis SECondary to PV and ET)-PM
(Prognostic Risk Model Calculator) FEES)LMNRIESN. L <fEAE=NTL
3[67] (89). 5. DHAEDOITREBHHRHEECEA L CEBEATENED
NN TEFIESCERZREAR Z R U COI W E TH D,

6. ia
1) JBET &

RFEMEERRMEED TR ZE I SIRENARE(L, R THEIISN TLR
U\ IS MEFHRRZFEAE (I ME— DIRmEYEENE ClddH D EDD. TDEIGBIERTE
BR(CBIT DRERTIES > RFFELTUVRV IRBRORIEEEZZERXD L. 5
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BRESMEFHRBHE & EYRE. FREDOEEGBRNA RSN LFER
(<< MEZ DIEFHCHS WTRAERESR T, REAFRIGEZZRE L. BE LD
(CHEF UIaSiaEatt RO TN Z &R D,

IR T(E, +T 7 (C7:9 DIPSS-plus U XU 35E%& AT, B2 DEFIDY X0
i ATV, SAEASHZEARTET D(K 6)[68]. K6 (LRI AEIEETE. BAIIK
FRIEMEES T RS> 2018 FROBEFZILITVXALAEABEIE—TH
Do, FIz. WHO 53485 4 IRDERET (4> C. ELN (European Leukemia Net)
M5 2011 F(THERSNTULE MPNJAEIEH B G SN TV DTSR EINE
L\[64].

DIPSS-plus U X OD4ET KU X DR -1 U X TR T3 BIEIRDE A,
SXIFREDH CERDAFNEIFF TS D72 (C. Twait and watch ] DFFEH
2F UL, B>, PEIEIC K DEBAEIR - EEMEIR. DU\, BRBAKRER,
D FB BT REDEBIERN DD, HDVFHREP(CHIRL TEEIHEIC.
ZNENDIERICIE U T, BIRDEEZIRET T D. FIBERP(CRITH - B
R OEFCHE T 2 BRIREIEDIEEZ RIE I DSAMENESNITZRICE. HF(C
EFEBDLS(FEMFHRIEZZE I D[68-76].

DIPSS-plus URIBHEICHENTHRE-2 URTEE B8YURTEHCEZE L. #E€t)
R RF—IFRETIHECE. ZMREIAORBSMEFHIEIEZ SERITIaE
(CopfcD. Filin, sz TREEVCSHEZEZERL T, SHRIENNEERDDVIE
BEIFIRR ATERIC K DBEZE R T D, BIEEICHTRWGE (FERCIEU T
DIEBDIER,. HDVE JIAK2 FBEER. HFSEROERKRRER\NDODSINZIRET T
Do
2) BEDOERR
(1) EAHEREORY XD - Ffd-1 U R TBEOEE

FROVURODFET. BURD - -1 URXDRFHIZE L. BRRIHEE(C K
DR (CZ UVVEBIRS, LU DEERFR R DRV VES] (Hb <10 g/dL. f&fE >
EREST 10 cm. BImEk#E > 25,000 /pL. m/vME# > 10075 /uL)T
(F. BBEHRNLEFLL, BIMEIEN M/ MRIEIN(CXS U CHlRZRMANEE D W
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EBiMZEE. I\« ROFS DL 7R EIND,
(2) EREIRMEE (CHF D EREIR(CX T DiakE

[RFEEBRESRMEEE C (X, B2 ARERL. EEH BFRELVOEHIE
IHFEN, BED QOLZEULLET=ED. INS(E. mEkEL . BBREC
KBdEE, EHTYA A DEFRBRELCLOTELZSETNTNDIEERS
Nd, TOLIBREFEIR. QOL DsHi(C(E. EORTC QLQ-30 Y. FACT-
Lym X177, the modified Myelofibrosis Symptom Assessment
Form(MFSAF)/&ERREWLSNSB[77-79]. BAZEDXRF0O- R/ \1 ROF
SOLT7REDBENEHONDN. LWINENIREFZLW. ILFVUZFZ
7 (I BRESREE CH DR BEROWRENRZB L TS, ILFVIZFTII(C
DWWTIE, ®hI D,
(3) BEMICXH 9 DakE

[FFEBRRMELE (CHEDBEMICK LT, sRimikémm. 'L k=Y 1O>(0.5-
1.0mg/kg/B)PEABIEILERAVNSNS. L RZVDO> T, A&EH
8%, 1-4 ¥ AT, 1 20% CEMDNENRNHS51NSB[80]. ERBEMLNRILE
2l B TIESYFY—ILGR>Y =)L) 600 mg/BHSERENS (OHAETIE
WO FERBAGE SN TULIRURIEE - 712E]) [81]. Cervantes 5 (I#mmnAF 4 E
7zi& Hb 10g/dL AT DIRFEHEBEHRHEE 30 HICH LY FY—ILGRY =)L)
600 mg/BHZ&Z5 L. 30414 8 HITIE Hb LNJLAIERIEL. fhd 3 FliE Hb
1.5g/dL A LD ERZRDIEEHBELTUVND. DAETIEEEEXS /0> (T
UERS>) HAVSNDZENEL (EILIh) [82]. BFEEXAS /O 45%5 39
5l (%52 10-30mg/H. HRfE 20mg/H) D55 17 f1(43%)(C. NEDO
E>1.5g/dLUEDERNHSNTND, TDDSEWMMMKFE TH > 1z 25 4l
iR 8 f5I(32%) (&, EMIMKIFIEEIRD TS EMNRESNTWLD, 212U, BiiL
IREBHEEN D HZE (HMEAZEITD, Fo. 59 REMHBNE, LFUR
N RIESTEMOWENRRFF CED(18R)[70, 71, 83] (EILSM) . RERENTR
<. WM&F TIRVEM(CX U TE TUXORIF > REIDOB 2RI RS
EHDESI)[71].
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(4) BRRE(CHDSREEPEIR - FEBAEIR(CXT 9 ek

-2 URD - BURDBHCHITDEEICH I DERELTE ILFVYUZ
FZIM, EBIREMRDTUD[64, 77, 84]. HR-1 URDBFCE. BEREIC
KDEEERY, ZNCHESEBARRNSNE ILFVUZFZINEREND,
—73. TNLSOHRE-1 URDEFPRU X DRI CIEIECH T 8BRS D15
Ald, —REEELTE J\A ROFSTLT7MER=ND (@ISHH) . T,
J\A ROFZIL 7 CHEHIESE UL EAMBEDZSE. ILFVUZFZINZ
RaBEE U THERSND . HETTONZIEE ST DiaEE U TOMREMKET
FRIBFI D E (NS L<TEDTWD, 1>F—Tx0> a (F. MEEMEZR
ERENTH D (OHETEEES) [85, 86].

IWFVIZFZICLDBERCEALTE, RIETHRARS,

J\A ROF> DL 7 oaERIIBEF 1000mg/BNBR &723 (DHET(SE
IBAh) o #) 40%DFEE TS+ XDE/I\IME 5N S[87, 88]. Mayo JUZw o
DERFENFEFT(E. EAEST 10cm LU EDREIET. 25%L EDHE/ Ve 35%
DFRE(C. 50%LU LD 17%DERE (CRHSNTUND, JAK2 BREERL
FERIT(E, T|ER(T 10% U T LB D T2, TIEESRIERIITI THB[71].
J\A ROFSDL7E. BIECI/IMROEIND> bO—-JLICERNSND,

FEANDIREHRIRET (T, PERECHDIERZNESE D, BEEL L TEL 1-5Gy
Z 5-10 DEITRIF SN TVDIHRENSZULN, TOMRIE 3-6 v AE—BMET
H3[49, 71]. BECHSBERIEIROEEZHIEL T, 23 HIDRFEMEEHERE
IEBEB N EIEADKRSHRIBH 22 (T 72ikENHD[89]. 1 I—RXHZH Y
277.5 cGy(7.5 DE)DEBEIETH D, 23 fidh 8 fIT(F 2 I—RU DR =
RFTZ. 93.9%(CHEIRESEDRI N RO SN, TDHREFFI 6 »B(1-41 &
B)Fi L. MEHREBSMIRDIIRG (& 22 # HTH o7z, F/AEIER (SMmEKR
WTHD. 2349 1041 (43.5%) (CHIRLTLD. 641 (26%) TlE. 13
— ADIREHR (CEE/LNMEKRID N ERH SN, D55 3 Hl(13%) TIEEIEH
TRERIMAE R IMAE Uz, METHRIRGTZ 51372 26 HIDS 5. 9 HlIEZDEFEE
B E/RDTZ, FIlCHEDITRE 11% TH D, 1/3 OREFITIEFi (ChE
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AR Z 72 UERDINBNINEZTNE E LU TULD, 7D, IS DR NE
M(C K BHIREKETER. FTRIIE. U ) CERfEA, BBEEDEMEIC & 3 HRER
fER. ETFRROEBIREDEIMEFIIICH U TE. 1Gy FTOiEREZ 10 DEI&
VWD TZERFAEMEHREEL. B THD[72, 80]. HFFRMEMEEMNICKD 14
BIDRRERGIFIDERAT T I(E. 1 O—RdpIz D SUYE 5Gy(8 DE)DEEMNENTUL
Do 93%ICIRIBBIEDHE/IN. 86% (CRRRE (CHE DIEIRDLENAH SN TLVDA
ROFFFCIIZENTENHIRET 2.2 v A, 2.5 vBE—@BHTHD. MR
A FHREKEL. IRIMBKEMIMEIENNNZENZEN 57%. 50%. 64%(CELCTH
D, BERBMEN 36%(C4E L TULB[90].

FERR(CRAL T3, FYPEE(CIRTUEDRBREE. 15 (TERZEB 9D, HDVIHEX
EEZ R IRRRE(CX U T3, IRTETH. MRRTEEERRRE U TKD[91]. 22
U. 1ERRE (CIMARE/R EDEHET. FEMEASE MR IRV ETEFRIARSE
T3 3[49].Mayo 27U =w T 20 ERICITHNTZ 223 BIDIREN 5 B[91].
WIMARIFIEDEIN(45.3 %), FEIEICEESAEIR(39%). PIBRETTHERE(10.8%).
IV JMRRAMEE (4.9%) (T3 U THEIEAMTON TS, EIRICAESIETRIZ 9% T
B0 BHEE 31%(CEU TS, EIERICAEF L TULVZ 203 FIDZEDERDI
Y 4EFZHARS (3 27 - B (0-155 4+ B) Toho fe MK DB M % 2 LTz 67%.
ERECHEDBERIERZB UIC 23%. FIRETUEEZ R UTZ 50%DAEHFI TEIER
ZROIEN, MVIMRHANEDSEZ 1 HIERDRN Iz, FEEC, FFFoRE
KA 16.1%(C. M/IMRDIENIN 22%(CER& SN Tz, /MR (XTI D IEME
DIRFIPIER DTN R(FIRNEDD., FEE(C K DIEEFEIRDEREE M (X LR
RZRHTUND, HIRZIEENEIRIMISENHDSNDZEMNSGD D, BEMHADTUS
BEEAND, floal(Cin/MeEZE 40 5 /uL AFICUTHE LR EDHMNRETEH
3[49].

(5) JAK2 PR=E

[RAEMEBBRHEEDNFEC JAK2 OELGFEENMFIEL[7-10]. LWITND
RSAI/I\—ZETE. JAK2 MEEN(TTEMHET D ENTNSDIRBDIRRED
L THD. TN, RFRMEEFRIRHELE(CXT 9D JAK2 [EEEDHEFENED S

~
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niz

REMBEINTLD JAK2 BEEEFE. WINENDFEENMTHD. ATP &
HaM(CEEIT DI EICELD. BE JAK2 ZFIR UTTHBR B ERIROMA
BB ZHHI . ZR JAK2 ZFIR 9 D Ba/F3 fifgz#tE L7z SCID ¥ X,
L bOTAIVAZRAWTERE JAK2 ZBAUN DA EitlezRmEu L >
ET>ARIOX ZRIAKR FEIRNS AT TV ON DR, EEbSEHIES B
ERARZ BT RBEAEN D AR EZRAVWZIRET T d. BEDE. £77HAR
DERRENHSNTUND, RIEF TORKRRERDIRE(CLD & JAK2 FHEE
(CKRDFEE 2EBRR. ARERL . BENEOET /2 EDERRAEIK OIEE (SihE
IDEDD, ZE JAK2 IHHEHROEIEDOER/RHAHEKER SN TLVR,
ZDRED—D(F. IRE S TLD IAK2 FHEFE(ZATP ZiafHE I D728 (C,
Z8 JAK2 O5EMEZINEI T 2D EFHR(C. BFAER JAK2 OFEHBINHIT3/26HT
5D, JAK2 (FEMICKHEARFF—TETHDIeH. ZBR JAK2 OEHZ TR
HIOIEEREFIE (S, [EEEMEBRFICHH T ENFESIN, MREBMHNF
BFHEINTORSE(E. R JAK2 OFEGZZTR(CHNZB(ICEATDTHDH
RNV, 2 DEOEBEUT. ERMEEMHRMEEORIE. RARDRZRKIC.
JAR2 IR ED RSAIIN—ERLINC TET2 Z(F U & T DEHDBILFERERNE
SUTZERBIFEND. 2O0FUT o —DERIC JAK2 UNDBILFERD
BESAARENES. RICER JIAK2 DFENTE(CHETESZELTE. ESH
DIFFE(FRE S NIRVNEFREEIND,

IRTE. BRERHMELE (O URIRAREIN TS JAK2 BEEXRIFILFVUFZT
THHD. —mMIC(E. FRFADIETHRE-2 URTLU LD, ROEE - £
EERZEB I DK - Bf-1 URODMEFICE LU TERRENRESN TS,
[77, 84]. DA ETHBEEAKRE I #H:5RZ#2 X T[92]. 2014 £ 9 A(SFRAI =11,
EMERIR CEASNDICE D TS,

a. LFVUZF=J

[RFEMEEBERRMEE . B ARMEKIEINAE. ARSI/ WRIMAE (CHEFE I S BREHRIHE

FED 153 BINVE 1/ THEEER (CEREN. 14.7 AU EBIRENZ. 115 FIR
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AR TH D, 76 HllE 1 FL B L TULB[93]. 153 FIHHEUA E(CH
WC. £BERR. EEINRE. BERIEDOERIERNEL TED. IEED
HEEHOSNTND, CNSDBENRIE. JAK2 ZEGEBIDH25T . B2
DIEBICEHSNTWND, LR U TUVZMBEDOXRESES 1 SO+ >hH JAK2 A
ERDIRSICEIDETLU. B FLTWETURORIF>. LIFUNERLT
LD, RIEMIFHERDZERE JAK2 7 J)LDEIE (allele burden)(d. 1 F£ TS
11%. 2 T 18%DETHRHSNTUD, MRS (S M/ MRRAME S BN T
HD. JL—R 3, 4 OIV/IMRRANEN 20% (CFTZREMDHIRN 23%(CH5
NTUV3, AEFIRE M HENRIVIMERL TH D . CHFRED DU E—HF
RYIRZEFIPRICE L TUL\D. FFMRSEMEE. TR, EBESR. BERLETH
DM WINEEMTHDTT, JAEFEE 22%(CHSN. MRS 2%, FEMM
B 2%. FKEBOIBEE 6%. HEEHDWIFBEDYIRT 12%/X EDEHTH
Do 5lEHOTEMABHERN. KE(COMFORT-1 5HER) BRI (COMFORT-2 it
BR)TheiTSN. 8 I/ T HRBROBRZEM T DERMNIRESN[77, 84], *t
REVWITNE. RFRMEEHERMEE. EMIRMEIENE,. AR/ MRITEN S
FULBIBRMEE C. IPSS THIM-2 UX O L. BEiE S5cm MIEDREFIT.

COMFORT-1 Tl&. 309 BIMIILFVUZFZ I ET SEREF(CEIT.

COMFORT-2 Tl&., 219 fIA)LFV YU ZF T B L REDiAE(best available
therapy; BAT)ICEID TNz, ¥IEARSE(EMM/IMREICEKD 15mgBID ©
L<(&20mgBID T. FETI > KRR > bE. 24 iBFs2(COMFORT-1)E L <
(X 48 BEEF(COMFORT-2) THEESEN' 35% LU iR LIcBEDEIS. &8Ik
MIT> RRA > B BERSERD O, £BIEIROWME. 24FR2ETHD
f2o COMFORT-1 Tl ILFYVUZFZTETIE 41.9%NNFEET > RiR1> b~
ZEMRUIZDIC LT, O bO—)LE$E 0.7% (p<0.001)TH D7, FHIRD
BONIAEBID 67%(3F 48 BIEESATEMRMNFRL CL\Z. RO
(MFSAF)T 50%U_EDeREZRDIZREGIE. ILFYV I ZF T8 45.9%. 1
> bO—JLE%5.3% CToHh oIz, HEHARPIYE 51 B TOIRTRGILFVY
—F T8 8.4%. 1> bO—)LEf 15.6% EEFHBIOBERERZRDHTL)
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%(p=0.04), BEMDRIFZIAKR ZEDBE(CLST . £z, ILFVUZFT
(CKDEEOIO—>DIFIIRIKF EA ERD SN D 2. JBEOHIE - BisE
(FMEFEE 10%EETH D, MEFCTEEHSNTULVR, FRBEESERIFEM
EMVMREA T, Bi(C KDWIMSEE (F)LFV I ZF IR TEZLREHENT
AP

OAERCENTE, PEVEBRERE THEERE LT IILFVYIUZFZTOM
ORI SN. SAERIA 24 BIF T O CEESEDOWNE L BRAEIRDE
MRNHER SN TLD[92],

ZD#. COMFORT-1. 2 WINEERREAR P REN' 2 FEFRTODBMIREN
IRENTUL\D, COMFORT-1 Tl&. 155 BID)LFVUZF=_TED >S5 100 4
HUaEER CTH D, 96 EE R COMIBEERMAR(E 34.9%. QOL &&4%fF
KDRE(p=0.03) BHFFENTLVZ[78, 94]. BN TITHON 7z COMFORT-2 T
(F ILFYVIZFZITEFCTIE 28.5% N EET S RIRA > hZEERUTZDICH U
T. > bO—JLE¥E 0% (p<0.001)Tdholz. ERERHARIRIME 12 4 Bl
THEMRDODHFSNTZ B0 DIEF THRDOFFHRMN A SN TULND[84],
COMOFORT-1 E#kIC. ILFYVUZFZIEClE. BAVUET. AR, R E
DIERDEE. QOL DMENZRHSNTUND, FIREESRIE. Bl & /MR
WA THDT1Z[79].

O, WINOREBREIAO—7 v 3 FROFBBNMIRESNTES D, &
BEERY. QOL tiE(FHIRF SN THE D, EFROWELRDHSNTNB[95,
96]. UMU. WITNDHER(ICHBWTE., > bO-JLENSILFVUZFZT
BANDOUORA—/IN=ZHENTED., JAO0-77vT 3 FRIT. L\IH
DFEERE > bO—)LEEEBILFTY U ZFZIBEAOOXA—/)\—=LUTLV,
LIzt o T SRAMICEIDAHTSNIZEBF CTDLEE T3 D intension-to-treat A#AfT
Z29DEINFVYIFIIBROEFREEDRMNENF M END. CDfzsd.
RIA (TR0 MERBRZEHE T, O bO—)LEDIOR A —/\ =D& He T8
EUT IWFYVUZF I DEFROUENREZIRIL UTLERMNRESNC
[97]. ERE2EAR 144 BRF R ORERFRE. ILFYVIUZFZIE 78%. =H#(CT
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> bO—JLICEIDfHF S5SNIz intension-to-treat 1> bO—JL&¥ 61%. 20X
A—/)\—HIEI> bO—JLEE 31% &, JLFVYUTFZIRHE. O> bO—)LEF
EHBRUT, #NEN. /\H—RE0.65. 0.29 &, BEREFXRNENIIAS
Nic. TORIC, SAEBIREEOBY 1 X, )LFY U ZF =T aEMIGER OB OHE
INRPNEGFREABEIT D ENERITRESNTULND, FRBEESR(E. BE
MR THD. TL—R 3. 4 DmEkEA &, AR 6 » AUN (F(C
=YD 2-3 78) ICHRITDZENFEAET. TORORAIAO—-T7 VT
Tl FfeRJdL— R 3 U EOmKSEDOEE (MET 5. ZDizsh., RER
DEEITIC K D MERKAYA U TWDAERITIE, FRmmBkEmz 2 Uiz D /Wi (C
KO TCHEEDODHRHNMREBEELERODTED ITDHENMNHD[95, 96, 98, 99].

COMFORT-1, 2 iHERT(d. M/IMREN 10 J5/uL BLEDREFINEAAZFEN. M
IIMEERIC & D 15mgBID B U< (4 20mgBID TRIASNTWBN, % < DEfl
THRERAMZEL. &ENIC(E 10mg~15mgBID THESENTLIEHIN'S
L[95], —7. JUMP EERCIE, M/IMRENS 5 F5~10 FH/uL OEEFIEEFRSN
THED. TNSDIEFITIE. 5mgBID THIIAERD TLDHY. TDERDFIH
52(3. 10m gBID FTEESNTVIIE[INZL\[98], EERSE(FASH
TI(FIRLA, COMFORT-1 ([CKDHAZRARBORERISSE(C L DEEBE S
KRRV DZEACZFEFT UICRETIE. BREEIRDHEE 10mgBID B ETIEHA
ST IRV, IRIESEONEMR(CEAE(CHKF L TLS[100]. JLFY
U ZF T aERBROBOMEBNENEFREMEETDIZENS . EFRDOH
EQZHICFBESRICERURNS, TEILITHEFELIDIZIENES
LWERBDNSD., Fz. JAK2 HEEDRSZ2MCHINT D&, 2EAEIRN S
<BENs5%ahesdicd. RIEDRRE. HE~10 BEEMNT TREL. KIS
KD T 20-30mg/BREEDCTL RZVOEHATIRE FENMUETHD,
FrzoIILFRVUZFIT (G, THilgteezilE T ens, 5P, @
ExEHIEMRBEIE. B BEFXDAIILAOEEMSL. FIREZ. RIS
EFRZET D RIEF CORKAMBROBETIE. ILFVIUZFZID/ST
(FER JAK2 BIHHROB S-SR COBIRRWME IR SN TLVRN, &
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NPIILFVYUZF I DRBEDROEAHD. BEIO—->ZRAESEDRIET
(FIRNZ EZRULTULD, JAK2 [AEFEDAH T, BEiREEDARZHEHIET &
(FREETH DN, CNETHIEBEN TR TH D IoEREIRHEELES(C. T2
EEIREZ B2 5 Ulc, BiEEICDIRWLWHR~5 U X OSRBRHEEESIT(E. N
FTE WEBER EZFEENEEDOT L THOIEMN ILFVUZFZITIZ.
PERE (C KD EEEIR Y EBIEIRDREL T TR . EFRDNECIFTED
128, BE1BIRED 1 DERRDIE[73, 75]. — 7. {BU XU ERERMEE CHEIR
ZHBIDIHEE. BEERKRE U TERSND.

—7 . FEEmEF R EEIGESTE. BiERIC JAK2 EEZERTD
&L AR BHER(ICKDIEE S BIEIROMEN R SND . CNETHEEZ
BIILOREMZE I IEHFIT. JAK2 PAEENMEBE SR OIEEHEY,
DFEINC KD, BHEROEMEBIEN KD R RB AR EDFIANEZ SN
Do o, BIERIOEEIREDHMENS . BHEREFET DR T ORESEDT 1 ~ o
« > OIFHIC K DBHERMEER (GVHD) DI DOEBAEDRDV BEF TS
DEJEEEN D DN, HEEVSEIREIR ERFT I RS ANLUV[101]. —F. =X
ZREDSEE DIEN B EIND. BRKREERN IR SN D 28D, IR T (FERARER
(LR TERINRETTHDIEEZIBND,

(6) IMiDs (EISHH)

RERBEEEMLINENDI T RYA REZDFERE. [REMEEREIRMERE(C
HESMBKEAN B THD. U R RETL RZVOOHAICKD. HE8
U EDREFICHWTEM. MIMERIMENERET B[102], F£/e. DU RYAR
(CEAX TNF-a OHIIFWERMHY 10 B8 072U R+ RTH. B, /MR
AMIE. AEREDCIENTRE SN TUL\B[103],

a. U RYAR

2001 FFETICRESNTCERNDHMDEBEZIRE U 6 FDIREZFT E
HDE. U RYA RIIEFRMESBERHELE (O Uh DIEE DR ZRHSND
BEDD., BEETIIHIRDDEIGSDEENBHWERADIZORGHISSHE#TH D
z. [104]. BMICEALTE 12 %m. M/IMEHAMCEL TlE 36%D3R%:3
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HTHD., BEOHRENHOSNDIEMESD DI, L. H5HIE 3 H RO
mC. BIEADIZ ROV T 70 hUTZHIN 43%3 D . kit S eI REIME

BlEHEER(CTEIR . TDORDERKER(CL D, PETY RV A REEDEL
24 BRI ERE SNz (Marchetti, Barosi et al. 2004). LM L. U R

YA RO—BERSEZEINUIART (CELD & 3 5 AU RSSO AT REINE
f5l(& 55-76 % 2E THD[105-107]. B RV RARE(C K DEMIEMRTF 7R
BDEIS(F 39%~57%THD. MVIMROBIMNESNDEREH D, DK

WD EMNSI(F, RMEHEREEENEELRDTH. YU YA REDERH
B 5 (50mg/B)MNEFELWVTH S D, X041 RMEADZEIECE L TIEFS#E
DIRETRBE TH Do

b. LFTYURYAR

[RFEBRERMEE. BEMIRMEKISHE - AREI4 I/ \RIMAE D SHRHEE (CFB1T
UTZAERICX D LY R REERIDSE T ABEKERDIERNY Mayo VU Zw o
EMD VA=YV RATE A= HRESNTUB[103], 2 fEFEMN S DEE
ZFEREDHDE BMDREF 22%(C. IEIEDRE(F 33% (S, M/IMRERDIENN(E
50%(CFEHENTND . BESRIGEMIDFENEREDTHD . FHERR N
41%. MV 31%(CHSNTND,

LU B REXFTOA ROHAEES THHEROER(E MD 77245 —Y
SHRATEIA—5. BIMEBBOWENRESNTLD[108]. TDED,
ECOG ([CXBDLFURYA FEXFOA ROHAEEDSE I 18:1ER(E4903) T
(&, 10mg/HDLFU RYA REBREDT L RV O MMERESNZ, Bl
DE (L 19%I(C. IREEDRE(L 10%I(CFEHTVDN, JL— R 3 M Eom&
B%(E 88%I(CER$HTULD[109],

U EDLDIC, BEMOBENRGIHONDEDD, FHREKEA . /AR H
=HEERHSND, LFTY RN A RORR(SBREEAZAEIREE T (X del(5q)h'%h
RFARFTHND[110]. BEFFRZEZREI DL BWEFRTELFTU R A B
S RFEEESBHRHEIECHS UV TE. 5q REZH I DIAEMICHER=NS[70, 71,
83].
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c. IRYU RYA R

FEE 2 BKDBONHZFIEL, D DOHRSHECIERRIR EDOSFMHENIRL IR
YU RZ RAFEFE SN MIMKFIEOESRMEERE 2 XRICE 111 5T
nNnEn. TSEREERL THIMKTFN S OBRRICEREZRDRN DT
28, BRARRFEEFRIEE=NZ[111],

3) EEEmEHRiEtE

(1) BHEES - FHERFEA

ERERHIE SR U < SREEIEMERE CHMINDIBEEEER MR CE. BT
B2 CRF (CRBRIEZ S C/a o Itiaa. [BHHRICBIEZITDOHZS(CHEAX
FRENTRTH D, BEIREECHENTE. KDETUILREICBIEZITD &F
BIARRTHD T ENTFEIND, BRERHEDZ S, BHEHERMEDL D
TXBAMEINIREADMEIT BRI DIER (IS H TFRWNY, BHELSIDEEZ /R
SN ESZDFEDIEE L 12D Dupriez score ¥ Lille score 4B L TOf#T
WNIRENTULD,. EiRd Fred Hutchinson Cancer Center MSMD#RET (.
Dupriez score 7' 1 MiHFE 3 FEFEN 84% THDIDICH L. 3 DIFE(L 38%
ERIBORIEIIARETHD[112]. F/z. 20 BIOBBERRHEE Xt U REREN
RENE RAOYNSDIRE T, FRBIMAZFERD 1%i8BHIR, JL—R3 U ED
BFEERHAE. Hb 10 g/dLIATDUR T T 7 OS5 —D55, 1EUTDHZEDRE
HB#&D 3 FEFE(E 67% THDIDCH U, 2 B LEDHBEICE 16% KT UL
TWLB[113]. TOLD (CRABLSDIEER (CTFENMARTH D Z ENFESN
DIERI(F. BHEEEEERUCHBEETFENITRTH D EWVWDHRENDD—7.
1990 £ 15 2002 F(SHIF CERBRRHMERE (CXt URITERBHEN I TION T 25 Hldd
FTHMNSDIKETI(E. BHERFID Lille score I' 1 UTFDIBED 2 FEFXKGE
48.6%. 2 DIZE(E 28.5% EBRBEZROTLVR[114], LEDXDIC, &
PRIZBIC KD YR DI L. DIPSS Y° DIPSS-plus THIfE-2 URXR I k&7
SIEHE. HBDVE K - FfE-1 URDEETE., FPRAREEAR EAMEN
DATOE A DR, FIBEREP(C_LRDIBITHR - iB8E U X UEFHCEE I 250
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FRIEEDIRBZ RIR T DAMENESN. FICEFEDLS(EmEFHieiEZ
ZRIDRNETHBD[69-72, 115], INZZFFIDIMREL U T, BRI
TN 65 mAMDIRFEMETREIRHEIE 438 FIDHET(CH LT, DIPSS URD
B (CRES MR EZ (T TTRER &« BB DIa B Z 32 (T TS IEBI DAE N
RCUR DR T D E, K - -1 UX DB CEEREmEFFHRBIEIC LD
NRRT 4w REROSTRWAY PR-2 UR DL ETEERHSNTLD[116],
2015 F(CHKREN/Z EBMT/ELN ERDO—F>00)—T(C LBt Y
ALR— BTl [RFRMEESBEIRIHELE (C X 9 2 RS mEF A DX SRAEG (.
70 mARmOHPE-2 YR T8 @UXTRE 65 mARmDHRE-1 UXTRFTE.
EIMARTF. RAEMEFEK> 1%, FPRAREEIR. triple negative DAERI. ASXL1
ZRBMREBMRNDOBITE YA TENETSN TS (& 10) [101]. &
AT ZLDOELFEEMEESHN. CNSDELFERBIRE TR EDHEE
EHSMNCENDDH D, RO TFERTFAS AT LADTERREFOERKRFTR (CH
A C. BIRDKSI(C MIPSS70 (Mutation-enhanced international prognostic
score system) XA 17 X7 A[61]. CNICEEBAREEDBERZMR /2
MIPSS70-plus X5 A[62]. REBHRER LEBELFERDHT. BRTRZS
FRWXRXID77> A5 I GIPSS (genetically inspired prognostic scoring
system for PMF) [63] BRIESNTULD., ERDRAITZ AT ATIFEY X
DRFEHESNTVIENCE. BLFERBEWNSHD L. L TFRAREN
PIINB T HENDZ ENASHCEN, ERESmEFHRRBEEILZHIRT T D
BRICE. BELFERBRESDLERIMVETHDIZEMNRENTND,
ELN2018 (CEDABEBEHTH. CALREES AT, SRSF2ERE, 2L THFIC
FAfE-1 VXD TIEASXL] ZEEORFRZHR T D LB N TD[64].
FABRF R (C DUV TR, FEFIEREA RV, KEIMS 60-78 mORFEME - —
RIEF BRI (O U TiToNcREEmeEriefete T, #iE% 100 H3ET
13%. 3 FE2EFE 45%. 3 FHIBEAFR 40% EDmENH D AEHLHER
(CINA T R (FHDEBONDN,. TDIRE(F. SHEDRVEEE TIE, koD
KD (CRERHE(FAEDERK (CIRDED T EZRELTND[117]. DAET
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DIRFEE BREIRHIE DRI FE RO RE (S 66 m%. I 1/3 DAEHI(E 70 mL b
T&D. EBMT/ELN OOt XL/R—N101]TH. BHEEISERD LR
(F 70 BMARMBEETNTH D, HCT-CI AT HEESHIER EESH TR
WETHD,
(2) FIEBIECHITDFEET

EERHERFDFEEF & L TD DIPSS. DIPSS-plus OBRM(ICDWLWTHIR
HEnTunsd, 277 NULIIIL-T(E. EEEmEHeEiEZZFz 170 FICD
WTHRMT L. ERERABRIShoR{E 5.9 £, DIPSSRU X UEf, -1 B CI4EF
HAEDHRIUYE(SELRVAY, -2 B3 TE 7 F£. SURXRTBFC 2.5 FTHO.
FERERAEN ISAERTD DIPSS U XU TFRIAIEETHD EMEL TLVD[118], F
= RAOYDIIL—-Th5E. 76 BIOEERT. 5 F2EFK(E, DIPSS-plus dD
KR8 100%. -1 URTEE51%. -2 URUEE 54%. &R TEE
30% EHRESTNTLVB[119]. E/z. BMT/ELN ERDO—F>00)L—T(C KD
Ot YR LR— hTE. FRimEkEm> 20 B4, BE> ZEST 22cm.
HLA —EtEREIND RF—. Performance status>2, HCT-CI X17>3 %=V
AORFEUTEIFTTLS[101].
(3) BRERRHMEIE(C X 9 D EEES MRS BBk IE

EREERHEE (X 9 D RS MEFHRBIEDEIaEmMEZER 11 (RT. TN
SOIRENS. FEESMEFHRIRBHE(SRFENS/ RS BERHEEE DRI aR &
RDFDTEFASHTHD. BRIDIRHAENZIR TH D (CENMMMOS T, BhE
UToiEmer e (FEEEE T, BRI L BER (T > THEL LDEEHIT
HENHENDEETNTWND, UN L. BRERHEE (CX 9 2 BREIENATLER
DEFBESMEFFHAITEHE (L. BAEREFET RN 30-50% /NS ENRIETH D,
TNUTHL. 2EFRE 50-60%(CEEFTD>TVND, TEEBNSINE (CFIE
IDZENS. BRERIENFILEDBEIGICIRD (CKVEFIEE < A TE. /&
BREES N K DRV ERFFRIRN AT ER OBHIEDIRENZ )V [120].

B RBARMERE (O I DEFEBEDE & F D IeHIHADRIE S LTI, 1999 &
EBMT. Fred Hutchinson BfATZ> 45— ZEOERHEMRIIC K DI|MENZETS
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5013[121], 1979 M5 1997 F O (CEBERRHIE (O U CEBRAENTH
Nz 55 4 (FEnPREX 42 %) T. D5 49 flHY HLA —EUMiF&ERIFBHE T
D7z, BHERILE(L. TBIZEUL AN 356l TXILT7>2ETL A
AV 17 BT GVHD Fh5(E. 47 FINS O0XRU > ZED LA TITHN
TWD. 4 BlFRHER DEBOFHELEICIET U, 1 HI(2%) TEBAREZFD
2o DD 50 fl(91%) TEENERH SN TND, BHEROTFH 5 FAFRG
47 %. EANRD MEFR(E 39%. BFEE 13 H1(24%)7T. BHE 1 FLIRD®E
HERSEZET(F 27 % TH DT, BRERHIEICSWNTE. EOMNREENESN.
L CTRIIEFNEOND & Tz, BHEICKO T, FHULDIERT. &
BEfRIE EERNESND T ENRENI,

ZTORDODRAEBEORIBRRLIE S LU TIE. 2010 F(C Center for
International Bone Marrow Transplant Research (CIBMTR)MDF —4/X—X
Z WA HRBBTORBROIENEITS5ND[122], 1989 F£H'5 2002 £
F CICHEATSNIC 289 FINEEMT S, FlpHIYE(E 47 = C. 162 HIAY HLA —
HEREBHE. HLA TESIFERBIEN 26 . JEMFERBHEN 101 FIT
HoIc. 65HIT. BAERI RN TSN TS, BHERTERE(E. 20-30%T
IR ATAENNEIRSNTULD, FPERDAEE(E. HLA —EEfRZE
T 95%. FIMFERBHET 83%I(C/ESNTND, BHER 1 FTOEEMEEL
(& HLA —EEREBHET 27%. FFMFEFBBHET 43% TH o 2. BHER
5 £ TCOBREREK(F. HLA —HFEARREMEBHIET 32%. IFMFREBBET 23%. &
1818 5 FAFE(E. HLA —EEREERAET 37%. FIFMFERBBHET 30%Th
D7z, 2% GVHD(II-IV E)(d. HLA —EEREHEIFBHET 43%. FEMiEERRAE
T 40%I(C. 8% GVHD (&, HLA —X[EIRMEFBHET 40%. FEMFERBAET
32%(CHENTUND, BIERIDEEEAEFAE. BIERIOHEE & EBAEE
BF COHARC(FZE(EH SN TR, BREFFIENRILE TS, BiER 1 F£0
TAEEEIETER 15%., 3 FERAFR 39% C. SR aHLE & Z(FH 51
IR TeA IEMFERBAET (F. BHB1R 1 FORBRBENEILTER 49%, 3 FH
REFR 17% SEVMEREAHSNTND,
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DAENS(F. MESHEBAREMMRBIEZFS —TtEREET—F
(TRUMP)Z FHU\JZERTFERZRE LU T\ D, [ERMEFHERMELE (CXI 9 27E
RERE S UClE. RF—Y—XFIC S FEEFRE, MFERE 63%. MMiFRHEN
43%. FEMMIFBEBE 41%. B (2 FEFR) 36% /D TND. SEEMM
TlE RF—Y-XEBHEREF(CHERRRF LU TEMEENT PS>2 H'F
BARAF L UTHEESNTOVD . BRIIFIRNBAEN EARD 76%7Z b DA
BREIENRIE S IFBRIET. 2EFCEEHSNTUVRN[123], TDE.
H5(E. TRUMP 7—45ZE# L. 1993 M5 2016 F( TS NI ERERRE
fE 224 PIOMRITIERZIRE L TL\D[124], BHAZY —X (. MFERE 10%.
MAFARAEM 21%. FEMIFERE 41%. BRI 13%. €Dftt 15% THolz. &
4 GVHD. 8% GVHD DSEE (CEHflifgy — X TEF/R< BREEE 1 47T 11-
17%. 4 & 13-24%THH. TE5TFHRY —XTEFRSNEM T,
RIF—Y—XFIC 4 FEEFEE. MFEE 46%. MBFEAKIENM 48%. FEMFE
b 27%. FB&EIN 48% 72D TLVD,

UEDXS(C. BREDIRIE LN D> TEEENEF SN, # 30-50%(CRIA%E
ERESND. — 5. £BAERE 2-25%(CHSNTLD[125, 126]. £EAE
(CRANDEFE LT, BABRIDOFRARSZEITOT > (ATG) OfER. FEMmiRE
ERHER EZZET TVDIREEH DN, REFTOEZREBFREDY X TR
FFASHTIFIRN, Fiz. BRERHEE CEH T 5 <BHERIDFRER(IC L D=H
DIz, BHERDOIEE, &< (CHERERBEOUIINENESN TS,
(4) RF—=FER

HLA —EERRNESNDRERIE. 2AD 25%FETH D . % < (F3EMmiF R
T oDOBIELIRD, IFMFERBETE. HLA —EERBBHE S REDRK
BEEoNdETdHREEHSNSDM. CIBMTR 12, MPN-Research
Consortium M5 DIRETEHSND KD (T, BHERDEERHEFET (. HLA —
HEREERE S EER LT FEMRERAED A HYEEREEFET DU X IN S E
I RIENZUV[127, 128]. F/=. EBMT 5DIRETIE. HLA ZE2—HRF
—ER—HRF—T(F BAERIEERIET(E 12%% 38%EA—HRF—TH
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<IRB[125]. DILFSE>. XILT 75T, FFMFERBHET(E ATG Zh
Z e B BB IR AT AR (C X DRimE iR (MPD-RC101) TH. FFMiFERE
T £EBTENS L. EFRBGEVEE, HLA iR R - 50
FERERARNME & T DIRENZLV\[129].

DHAETORETIE. MESOERNEMEREIEFES— T b EHREET -5
(TRUMP)>—%5Z Uz RFOFET T (. BIEREBRIETCDIURIRFEL
T. BHERIDOSELEIN . FERIMEIERENME SN TS D, e miSiEgoIid
FERE U TRIMENZ WS EMRESN TS, 122U £FETDY R TRF &
LTl By —X(3hEEsNTH 59, HLA —Eunix R F—HME5 @
BaE. IFEFRIFETCOEIMNEHFSNDEDD. HLA —EEFMmE R -—. B
(FIBIRAS(CTR D EFER SN TULD[123, 124], HLA #EBBEDHREEH SN
2M[130]. IREFRTEF. TEF>REDRL MO RF—Y X LR UTZER
H(EH STV,

(5) BHERDAE

BRERMEIE (LRSI E (CRAET D2 &N 5. BEREFETERNT VLN
BIREE /R D, JBEREESEN K D DR EERFFIRIRTLE (C LD EEEMmE:
fRBHEN A SN TSz, SHIIEMNFTLE & FERIEMNFTLE = LB U fzam
MEHER(SFE LRV, BAENENT TIMmE (CRIEMBEDZE(FH S TH
720\[127,131-133]. REFWEBISEHRICRDIITH. £ < DIEHITEEREIENR
IRMATLENNEIRSN TS, BFEE TOLRMNERE UL, BRERHEEDTIE
SEZER I D ERARRER COLRIIEE & BHOND. Lizh> TIRIRTE. B
PRIER TIRVVEE (F. BREIFMRIRAIRTAE (C K DFHE(S 50 A _EDAEBI RS
NETHBD,

B BERRHMEIE (C X 9 2 BREFFIIR N RNA B DS MEHARBIEDE BN R TR
S UAEEREBROBERBIRE SN TLVD, European Group for Blood and
Marrow Transplantation (EBMT)(C k2% skt E5E I AHRER C (&, BEERMHE
fE 103 # (RFEM 63 fl. —XRM4 40 FIEESL) (CHLT. TRILTF7>
(10mg/kg). ZILFSE>(180mg/sqgm). ATG DREIEREC K DBHERIEN TR
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HINTULD[125], FEpPIUEE 55 % T D, R —(FmigE&EN 33 Fl. 3F
MmFREH 70 HIT, FPEkOEE(E 18 H. [VIMROEE(E 22 BT, 2 fIZpR
<EHITEBNESNTUD, BHiEE 1 FOIFEFIETRE 16%. 3 FHER
(& 22%. 5 FEREFEE 51%. 5 F2EFEE 67%THo L. FPERARR
FEUTHE 55U L HLARBEENET 5N TS 4B 100 BT 69%.
ToHEE 1 T 93%ICHEBDIRMIEANERE UL [FFFHE L TLZ, FT.
Myeloproliferative Disorder Research Consortium (MPD-RC) 101 (&. JJ)L
FSE>. XILT 7S DYF ATG ([CKDEREIFENRTAEDRIM E R
T. 2010 F(CHEFBAMIRE SN TLDNY, FFMFERBAET(E. JAEEESE
T 49% EE<. BENRIEDIZED R —YV —ROEREZHREL T
W3[115],

B RERRHEAE (CX1 9 2D ABSE MEF AR SAEDFIM & EHER (RSN TULDTZ8H.
EBEIATBAERTLE (FEAS N T(FR0 . BEEFFEIRMAILE T, JILFISES S/
TN T72EULIE TIWEFSES / RIILT 7 SUREICHANSNTLDAN
ZOEBERSEN. CNS(ENMT D ATG PPEERSHRBRHFOES - 1852 (1R
£) IRE. TR INSHEENZL,

DHED TRUMP *—4F TOEMT T (&, BREIRIEEICK T 2D S5, Bl
FEIRMIBTEEN . EAROHIFEZ HHDN . BEERIENENAER S IFERIET.
BEF(CEEHFDITLVRN[123, 124],

ZDOLDI(C, BREIFEIRARDERER (S, BEEESMHEN L DR IRD T ENER
FCEDIN, EEIRMETER LR U T £ABARENMOVL 12D ETDIIRE
©[127]. %9 UEIEBRILETDETHESNTULRWRE, BREFRHELE(CX] 3
2 BREIEIRAI BN AER (C K DS MEFHHREBHEDME DT (FSRDIRFTRE TH
D, EREIEIER - IR ANEROV I NICHSVTE, RBERL A (FEASH
TlF72< EBMT/ELN D—F> 00 —T(C KBTI BRALR— hTE,
HERBRR(IEH AL TULVRU[101]. BREIRHELE(CX] T DBIEHRZEEZR T D &,
SHROAFRGLEEARBRNER SN Dol (MR < /INRIRRFIE SR
FHRMA TR E (CKDHRZBEHER TV BENHD LBONSD.
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(6) EBAE(CH I DIBIERIDONVR— AT b

ERDLD(C. EFEIRMEE(CXT I DEESMEFFERZIE T (E. E5FE(E. 2-
25%(CHBNTUNB[125, 126, 129], ABAL(CEANIEFE LT, SEEMR
HEL. PRRE. BAERTOmMIMKRT. XMEEY - MO+ > . BHERID ATG DOfEA.
FEMIFISHEIR ENZEITF BN TULND, £z, BiER 30 BREOBE(EMEST
>10cm)DEFEEBFEDIYRXITAFE U TIRESNTLVD[134]. FEFEESM
FHRRSAER (CHEREY> . REREDHE/ Ve AT U CIRaTHRIR ST Z 11T U 2B D%
e BF., £FICREFITRHECDVTIE. —EDREMNMESNTLVRL, &AT
(&, BERE(CXT LT JAK2 BHEENAVSOND Z ENE L BIERINR— A2 b
(CHVT DIEARRRERI D1EE (/NS < 72D DDH D, JAK2 FHERZRHERDEER
EDFHFHADHZE TRABRIHEBDRE SR DED EBONDN. SR
NHETHD[115, 135],
a. fEpg

FAERIDIEIRC DWW T, FRIED CIBMTR WS DIRETI(E. BHEERLEFDIX
E(IHSNTULIRN[122]. —B. RYDI)IL—T (SIEREEF THENZ &
HwELTULB[125]. U BB A XDKRSIMEMFETHN L . Dz
BRINGIRXDEBOND. BERIOFEE SBEROEMEENREN &N
IRSNTWVDN, FERE(SREMIEADESHHIE. FETERNF Vs, 82 DIEFITDH
I BETH DM, IBHDZ < DHA RS > TIFHERETNTULVRL, ARG
THDRERE (C3 U TR HEIRKR (TR DS TEFIE (CHIMTMNETH D[122,
136, 1371,
b. RRERHT

TEHERTDBEERST (&, EBMT/ELN D—F>JJ)L—TJ(CLKDIA>TEHXRLIR
— hTIE BREPHMR EDESHIEN UIEUEAH SN, BHEREREZEDIRE &R
DIZHHERLUIRWNESNTLD[101],
(7) FEHERID JAK2 FEER(IC KL BEE

EfEEMEHRBERIDILFYV YU ZF I DS (CDWNTHE. AR
MERESN. Fo. AIMESHBROBREGIRESNDDHD[120], ILFVUZF
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ZOREBCR > THFEND Z L(E. 2EIREBONE (C K DIFEFRIET DL
FEREDHEINC KDEBAREDRL . RIEMY 1 b+ HHECKDEBAED
KU GVHD URITDHIHETE5ND, —FH. BIESNDIBEERELTIIL
FY U ZF ISR TIROREUEIREE, SIMEHEDERE, RRIWEY X T DEK,
B AMMENR (GVL) HROBIDENFEIFS5NSD[101, 138, 139]. €D
. JAK2 [BER D5 Z2Z Tz (CYIEmESmE e Z it =Nz 100
ZDEFENFEATT, ILFYV I ZF T OFEVRHP IEBHERTLERIEET 6
B EZEUVEIHEIC discontinuation syndrome DU XKW E <D 2 EHVER
SMNCEN[140]. ILFYVUZF T ORIERHASTFRE INE. BAERTGLEERN
ZR(CFEATETIAEEN RSNz, CNETOHMREZEE(C. EBMT/ELN O
—F>200)—TA YR LR— Tl BHERID JAK2 PREFREICKLDA
BNTACDNT, IERZE I DEEDPEFIERZAE T DREBE(CHNT, TDEA
WM& NN, P EEBER 2 wARICHIEL. RRMAS T#EEL.
RIEDUINDT > R DIzeb(C. BHERTERR S ~7 HRTHh SIREZRIE L.
BABRTAERTR(CRLET BT E &, BHESNTLB[101], BiF. MPD-RC114
MER(C K DRSS KRN IRESN TS, MPD-RC114 itBR(%. BHERITICILF
VUZF I ZRAMAET 2 #AKS5 L. 4 HETRE L CTRIERNEEZH
WBIBDITILT—LDERT. £BAR(E 16%. IFEFRIET(L 28%. 2
GVHD (& 64%. '8 GVHD (& 76% TdaDo . CDIR5E - BEETIE. BhE
HPABRICERCILFV I ZF I RBHFADCENTED ZENRENE
[141], TDE&. RAYDTIL—TH. 159 BIOEREIRHEE (CX1 9 S BRI EIR
HIRNERER (C L DIBHERRIEDER S RIFITHERZIREL TLDN,. TDS5 29%
TRAERICILFV U ZFZIMESENTED. IR52E0HRMEF 30mg/HT.
RSHARIDHPIYEIL 4.9 s AToh oz, ILFYVUZF ISR LIFHESEED
LB TE. 2 - 1814 GVHD DSEE., IFBFRIET. BREK. £EFICEEHS
NTH5Y. BEFIDILFY YU ZF =T (IBIERKIEICEDOEZE RN > 2t
W(C, GVHD OFEESAEDE FPIEBREILETDE T EH SN TLVRL[142],
&7z, Shanavas 5D HRAVEEMT T (IFBHERT (C JAK2 AE R ZEA LItz SE.
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DIPSS X7, RF—HFA4TEEEBIC JAK2 BEEICH T IRIGENFRERRETF
ERBDTENRESNTUND. JAK2 BHEE TERAKRB (CHEN RSN TWDEETI(E,
247 IEBREXT. BEERQUVING. JAK2 EERERFEAP(CHMBEAZITL
ERELDELL, BERNRZERE T DRICEE L12DRTHS[140].
BEDZEMS, IFVUZFZTICLD> TEEERDOSE. BREEDRHEN
HRF CERE00D., BiERI LTV ZF_I®FERAITDIEICKD T, B
BAEN B LT DN EDIMCDNTIFIEST > AMFESNTLVR, Tz, bikd
KD(C. BAERICILFYVUZFZINEZ U TV DEHAD S BRI K0
ZE[140]ILFYV Y ZF T D SR 3 T 50%2E TH DT E[143]
1R EZZERU T, BHERID JAK2 BHERGBRDES. 5 HIBEROBHERHIDH
Wiz 9 EARkDESNSD[120, 144].
4) FHRIPAN CTDIERE
(1) EREH

FAEFEDOPIYEN 66 % ChDZENS., HREHEMDTENT, RES
FEAERSNIR., BREEIEMER =S H UIZIEIR C 3. MAREE. iRIBEBAR
2, MEDYRINENT EMRESNTUND[145-147], HIRF (. MARRED
FRHIRE. RBEREM/IMRIMAEDT A RS54 > (a2 MR ENSB[69].
ERBIEENRIS (CH T DEMEIRICH I DHIE(C DL TIE. NCCN (National
Comprehensive Cancer Network)ZJ-f R=-> . ELN(European Leukemia
Net) 1 RS- >[49]. ESMO(European Society for Medical Oncology)Zi-f
RSA[76][CEEBHESNTNDEN, ZL< DB THERRNSNTNDA[146-
149]. L\WINE. DEPIOERTAFTR SRR (CEDVWZEDTH D, T
EF>ALNUEEL FRBRNC EICBET D2REN DD,
(2) RHEBMAENDBITHIDEE

FEERHIEN SR ERL U CRMERMAEANRIT UITIBE D F & (IO TR LU
<. &=FHREE 6 s ARG THIHBEMNFEALETHB[150].
BABESFI CHhNIE, FRESMmFHREIEZEEZRE T D[69]. LPEBITEHD
A REEEEERIE (CE CIEEEABAICK D, BHIANESNTIZIF AT,
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RPN CEBEEMEFHRBEZITIDCE(CELD. RABRDIRENDD
[151], BEENLZ VR TOBIEE, BRYXIMMBOHTEL. EEHREE
ELUTR BEEIT, PHSF S ON—EDOEDZRUIZEDRENSH DN [152].
WEBIDIRET, TEFT > R(ITEFZ LV RIAHRE SNICBRERHEERITHIS K
UMbl (Cx LILFV U ZF =T & decitabine (OAETIEEIGH) D
HRERARSE [ HHEER T, AFHARPMEL 7.9 v A&V TEBHENESNT
HD[153]. JW1E. BRKRESE IEEERNEfESN TS,
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X 1. RREMEBRERMEE DI (CHEIMRE

o oW

N

IRJRIE SR HIFR R

RAEMM  FRIOEREL. NETJOE> . ANV BTUwW b BIEKES KUDE.
M/ \RER

FRAB MO REFURIRE (CD34)

#16% LDH

BREEFRIE KOER

REBMMRE  dry tap DTEHBERERNMESIVRNES(F. RIEMTREZT
)

FEEBT— - CT - MRI - B#E> > F R EDEFRZI

JAK2 2% - CALRZER - MPL 2R (RIEMIFHERZRAWNTHE T2 D)
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& 2. BREENEMEIES CHONDEINECFREEDHEE

EEFOWEE BEF ek ERDH1T g
PV ET PMF
EMH A 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%
ZoMDIFIUE | LNK 12q24 Missense (loss of function) 1% 2%
E deletion
CBL 11g23;3 Missense (loss of function) 4%
NRAS 1p13.2 Missense (activation) rare
NF1 17g11 Missense deletion rare
FLT3 13g12 FLT3-ITD <3%
DNA XF)Uk 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 ~AEER EZH2 7q935-36 Missense, indel 5-10%
ASXL1 20qg11 Nonsense/indel 1-3% | 1-3% | 25%
RERTF TP53 17p13.1 Nonsense/indel <5%
CUX1 7q22 Deletion 7p <3%
IKZF1 7p12.2 Deletion 7p, indel <3%
ETV6 12p13 Nonsense/indel <3%
RUNX1 21922.3 Nonsense/missencse/indel <3%
RNA XTFS-=> | SRSF2 17g25.1 Missense, hotspot <2% | 10-15%
g SF3B1 2q33.1 | Missense <3%
U2AF1 21922.3 Missense 10-15%

XHERK D [6]c8Z5I A
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&= 3. WHO %8 2008 (C K DRFEIT BREFRMEE DI E4E

HHFAERMEN (X0 S — 5 AR 2 1 D T ERERDIBNE E =R S D
& BBWNE HIERRIEDIBENERD SNIAVMZE(E. ERIKDIEIEE
FRN(CHIIR. FRRERRHROEBINE . UL UETREFERROING & 454]
£935. Bl OBINZHS & (BIRIE BREECAIDRRES
BERRHELE )

CML. PV, MDS DB BEIRIESDZRIREEZ G IZ IR0,
JAK2V617F ZEX> MPLW515K/L L D72. EMmtfikignoO— 1418
JEZRIFRRNHD. HDVE IO— 2 MHBIEDFTRAEFZRH SR
BA. BEIORMEREN BPYE. BCREERE. BIEME. N
77 —HfgBammEthad ) > ) CREES. EigtER. hE(CLDEHE
ERECLD. RIEEDZEETIERRNZ &,

AEH 1.
INER

FAYMICTFREER, BESFERO TR
;& LDH iEhn

=Tl

I AN

KIEH 3 DINTCE/NEB%Z 2 Dimfc 9,
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& 4-1. WHO 9338 2017 (C K DHIFRIE CHAR FEIE S BEFRMEIEDZ N B4

KIEEH 1. EBEKOENEEEEANFES DN JL— R 1 %X SRS
(DR, Fln(CLE U TEREDMBEEMIENNZ 28D, FaMEK R
DIFGE E UL UISIRSFECRMRE DR & D,

2. BCR-ABL B3I CML. PV. ET. MDS A EBsEEED WHO Eit%
FHT=ETRN,

3. JAK2, CALR. MPL WINHDELFEEZZRDD. CNSDEBELTFE
ENRWEEE. ooO—FILY—H—"EFEITDH. JO0—-FILY
—H—ZRBHIRNZEIC(E. RIS OERERERHEIEE DR RN RN
Eo

/NER TEDOWITNHE 2 [BhEHK L TERDD.
HFAE(CKSRVET

B iRz 11,000/pL

C. Y SIEIE AN ELE Y S )

d. [M&ELDHDLRE

o Q

KIEH 3 DINTE/NER%Z 1 DLl EWIZY,

7 1 JAK2, CALR. MPL WINDELFEREROIZVMEE (L MOSEEDEVELFE
£ (ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3B1) DIRZFENZZEIDENIT E18D,

T RIS (TRM) OBREMERMEEN (JL—R 1) 22 UMEEL TR BEYE.
Bo®&EkE. BHNE. BEMRERmRMDY > ) CRIBE. BOERS. HE(CLDE
BERENET SN D,
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& 4-2. WHO 9338 2017 (C K DR LHARFE I S RERRIEEDZ I E %

RIEEH 1. BEREKOEIMEREANROHOSND. BFE MEREEL<(EF35—
TAREDIEE (JL—R2, 3) Z/#D,
2. BCR-ABL 5% CML, PV. ET. MDS iDOEBEEREZRD WHO 2%
FHITTRUN,
3. JAK2. CALR. MPL WENN DELFERZDRDHD. CNSDELFE
ENRVZEE tMooO0—-FILY—DH—PIEFEIDIN JO0-FILY
—N—ZBHRVGR(C(F. RIGHEOEREMEIRHEIEEDFR RN

<o
/NEH TEOWITNHE 2 BhEHR L TERDHD.
a. MHFECKSVEN
b. Himk#E=11,000/pL
C. AR EIRE/RRREN S D

d. MMELDHDOLER
e. BREFERAE

KIEH 3 DINTE/NER%Z 1 DLl EWIZY,

7 1 JAK2, CALR. MPL WINDELFEREROIZVMEE (L MOSEEDEVELFE
£ (ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3B1) DIRZFENZZEIDENIT E18D,

T RIS (TRM) OBREMERMEEN (JL—R 1) 22 UMEEL TR BEYE.
Bo®&EkE. BHNE. BEMRERmRMDY > ) CRIBE. BOERS. HE(CLDE
BERENET SN D,
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& 5. WHO %8 2017 (C KD BREMRMALDT L — ROFE

MF-0

MF-1

MF-2

MF-3

RERDIEVEIEEDIRRDOMIEIRME. [EEERICHEZET D,

HHfEEREEDIRIATR Y DO —ONRSN. Z<OREEN. FFICMmERE(C
HE5ND

THHERIEN BERLRRERZH > T, UFAMNDOEEE(CEIM. £E(CH
PRODBBIFHRHE (CF I UIRV VR MRHERYS, BFMEOBE(LENH»5NSD

BN BRI AR EBRIRE S UTFE U1V VKU ERIEOHL R Z
H#oT. UFAMNDOSEE(CIEN, B8, St z+D
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X 6. FRUESMEENEERE (CKXDON EDRFEEBREIRIHEEDE/RATEE

SEEH REGIER (%)
RV 108 (25%)
SMEAMEADEIT 98 (23%)
Him (B - SEEE) 45 (10%)
BEREDIEE 33( 8%)
IDAE 24 ( 6%)
T DfthDEIEES 15 ( 3%)
FFRE 12 ( 3%)
EZ T NeS 11 ( 2%)
REES 5( 1%)
IIRAE 5( 1%)
ZOAt 14 ( 3%)
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xR7. FEERESHEREEORKRNZERTFEAOTIUIZIAFTA

FRETF IPSS DIPSS aaDIPSS DIPSS-plus
Filis>65 % 1 1 v
59 AR 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
/R <10 75 1
FRIMERERMARTE * 1
FHARREAS

*110% EDFERD . FBE. BT

*? EEESEHEECRREL. FRMBKEMMCKDIMBEEET DAERMEN. Xz (E7DRHE

*3 EMRIS DO HENNOREARRES 1 DHBW\E2 DED [+8, -7/79-, i(17q), -
5/50-, 12p-, inv(3), or 11q23 BH#Emk]

UROH%E Aarast

RURD 0 0 0 0
thRg-1 U XD 1 1,2 1,2 1
thRg-2 YR 2 3,4 3,4 2,3
=mURD 23 5,6 25 24
*DIPSS-plus : DIPSS fifl-1 URZ 18, Hf-2 URY 248, YR 3/R/ELT. TNIC

EEomm/vRER. FRmBkEMKT. FEAERREAROREZMA T, RA7EHZ2EHT D,

Prognostic Model Risk Calculator
https://gxmd.com/calculate/calculator_315/dipss-plus-score-for-prognosis-in-
myelofibrosis
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&8. EEFRAOVY IS AFT AODONEDESIN\DEA

URD# IPSS DIPSS DIPSS-plus
JRik SN Rk BHR [RERk =N
KUXD 11.3 18.6 FEET 18.6 15.4 18.6
-1 URD 7.9 5.5 14.2 4.3 6.5 10.7
-2 URD 4.0 3.2 4 3.0 2.9 3.7
=mURD 2.3 2.4 1.5 2.9 1.3 2.2

7 AR OB (4 ) (B2IRE K D)

XHA[4]LD51A
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xR9. TRUBHHREEDO TR TRESIL (MYSEC)

UROEF =t
SMF B2RRFDFip TERRSR
Hb < 11 g/dL 2
M/ < 157 /uL 1
FRIEMEFEK 2 3 % 2
CALR BILFZEEN TR 2
it 9 AR 1

Sum of risk points (excluding age)

30 35 40 45 50 55 60 65 70 75 80 8 90
Age (years)

Prognostic Model Risk Calculator

http://www.mysec-pm.eu

XBA[67]1L DERZE5IA
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& 10. [FFEMEIERMEE (CX 9 2 REE MmO SRIES!

70 mAREmOHE-2 YR8, &)X TR
65 mARmORME-1 U X T (CDLTIE
E ik
FRIEMEFEK>2%
TRARREIR
Triple negative

ASXL1 ZE5%

EBMT/ELN EFRD—+>J0)IL—T(C KD HBRLR— h&KD[101]
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& 11. BSEERHEE (O 9 S EEE MEHRBIEDRIE

WmEE E T BhERiA RF— &EBFRL BiEkE 247 X
(&5 H R I/ L7 13
fF) #} fE((EE FE s
=)
Guardiola 55 42 MAC 55 49/6 9% 27% (1 yr) 47% (5 yrs) [121]
(1999) (4-53)
Patriarca 100 49 MAC 48 82/18 12% 43% (3 yrs) 42% (3 yrs) [127]
(2008) (21-68) RIC 52
Kroger 103 55 RIC 103 33/70 2% 16% (1yr) 67% (5yrs) [125]
(2009) (32-68)
Ballen 289 47 MAC 229 188/101 Sib 9% Sib18% Sib 37% [122]
(2010) (18-73) RIC 60 URD 20% URD 35% URD 30%
(100 days) (5yrs)
Robin 147 53 MAC 46 86/61 10% 39% (4 yrs) 39% (4 yrs) [128]
(2011) (20-68) RIC 101
Abelsson 92 MAC 46 MAC 40 37/45 14% MAC 18% MAC 49% [132]
(2012) (34-58) RIC 52 RIC 6% RIC 59%
RIC 55 (100 days) (5 yrs)
(47-63)
Robin 35 54 (28- MAC 11 UCB 35 4 pts received 35% (2 yrs) 44% (2 yrs) [154]
(2014) 63) RIC 24 a second SCT
Gupta 233 55 (19- RIC 233 79/154 24% (5 yrs) Sib 56% [155]
(2014) 79) Matched URD 48%
Mismatched URD 34%
(5 yrs)
Rondelli 66 Sib 55 RIC 66 32/34 Sib 3% Sib 22% Sib 75% [129]
(2014) (40-65) URD 24% URD 59% URD 32%
URD 56 (25 months) (25 months)
(30-65)
Shanvas 100 59 (32- MAC 44 36/50 4% 28% (2 yrs) 61% (2 yrs) [140]
(2016) 72) RIC 56 Other 14
Robin 160 FM 55 RIC 160 FM 26/29 FB 3% FM 40% FM 54% [156]
(2016) (48-59) (FM 55, FB 105) FB 19/86 FB 32% FB 56z%
FB 59 (7 yrs) (7 yrs)
(54-65)
Shahnaz 159 59 (28- RIC 159 23/136 3% 23% (2 yrs) 83% (2 yrs) [142]
(2018) 74) (+JAK2 inhibitor 46)
Gupta 21 59 (39-  Ruxolitinib + RIC 21 7/14 16% 28% (2 yrs) 63% (2 yrs) [141]
(2019) 70)
Murata 224 55 (21- MAC 108 70/91 Rel BM 16% Rel BM 46% [124]
(2019) 79) RIC 115 UCB 29 Rel PB 36% Rel PB 48%
Other 34 UR BM 30% UR BM 27%
UCB 41% UCB 48%
Other 48% Other 41%
(1yr) (4 yrs)

MAC; myeloablative conditioning, RIC; reduced intensity conditioning, Sib; HLA identical
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sibling, URD; unrelated donor, UCB; unrelated cord blood, FM; fludarabine and
melphalan, FB; fludarabine, busulfan and antithymocyte gobulin-Fresenius, Rel BM;

related bone marrow, Rel PB; related peripheral blood, UR BM; unrelated bone marrow,

SCT; stem cell transplantation
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