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1. EH

BRERMEE (L. BREICLASHIMRE L E T IHRBDMINCH D [REARIFAD
[RFEMEERERMEE & BRERRBICHFE T 2 TRMEEIRMEE(C D 1T 5ND.
[RFEMEREIRMEIE (L. SMEHHERL NIV TEUCEGFREE(CLDEREHRT
EEk & FERERCRARENMBIE T S BRBBIEMEIES THD. 1BIE L ZEXBKE
BDSELESNDIELDYA MO N EREEEMRICIER L. SREOIRIE(L.
MEMRES LUERE. BIMEM(CKDEM. #E3EMm. REMm TORBIATR
MEKDHIR. BIRFENEDR E DFF B REERIERZE T D,

TR BRERRE (STE 4 DRFBR(CHRFE T DN BEEREAERE. BEtZm
AE. ARREMEIV/)RIMAE/R EDMBRIRRICHFE T D ENEBLN.

i

2. &
1) FREXR

BESEBRFHREMIE HEREBERARESRE (ARNAEKE BOSBE.
INEFEHE, INERRT) (F. BRIMBRFREBEMERNT >0 — MEEZITV). 1999 F
NSRBI EIARFEEEBERIEEDERRRFTZIT O TCL\D. 1999 F£H5 2014 FD
16 FE[E(C. 670 BIOFARENDEFENH Dz, CHIE. AERTORER (€ 10
BALLIAN) EHERITDEDIMETH D,
BAFBEDTR 10 FREFRAEN (KEFI) OBCEFEAMBIACIDIT>o—
NREICKD & FAERELE 1996 1% 7 1,97 1 10 .98 &' 6 FITH D,
INS5ZELEICUZDOREICHE T DIRFEMEEREIRHEEEDHEERRELL 480 A CH#E
ESNTLD,

2) YFFELFin

40 RAREDFE (IBHTH CTH D FIEFIHOPIRIE(L 66 K THD. K1 (52
Wil DFRMEEZ R 9. 5th(d 2.00:1 & BIEICEL.



3. ERERFRR

[RFEMERERMEEDEARIRRE (L. BEEOLEIMHRMEL & TN(CH S BRIMNEI
THd. HER(C(IEBMAIA. FRRE (CH S IEEMEINZ L5/ (CEREEE 2
L. RIEMBRIRE TREIRIRIMEK. BRFEEOFRR®, ESif2. TI1—-1%
BECERREEZROD EEBIIREE TS, S RMRET(E dry tap T
HBDENMFEALETHD. BRERTERDILEIRMEIENRBHEND L2
HiTED. BRATEDDN. 2 RMEOEREIRHEEZ R T 2HENDD.
1) BREARIEIR

#) 20%DAEBIE, EEARIEIAZ R EBADHKR(CHERE NN 980 %iE
B, ZEREF (CLUF (ORI K SIS DERKREIRZB L TLD.
(1) EMmieiR

IERDSEREZVONENE. BN, BRRBIZEDEBEMIEIRTHD. 2
FREDEBED DS 33%I(CFBHEND.
(2) BEEBAEIR

ERRE (CHE D RESPR R, BRI EDIEEMEIRZ 16 %(T588D.
(3) HLmAEIR

£, ARG EORMERZ 3 %([CRDD.
(4) ARERD. FER &T

6%([CCNSDEFIEIREBHD.
2) ¥IZEHRE

[RF 4 BRERMEEEDZIN (S BIMREZR 1 (TRT,
(1) >R48M

Bl : Hb 10 g/dL KiEDEM(E 71%([CR 5N D,

M/ )MRERE © IVIMRER 10 75/l Kid(d 33 %(CR5ND. —75. 12%0D%E
BITE50 B/uL A EE ERUTLS,

RIEMBRHIEARE : FREFERZ 87%(C. EXRIVIMRZ 44%I(C. TREIATRID
Bk 69%I(CFRHTUND . ARAHMIC blast M 1% EHIR I DAEHIE 61%I(CH
5Nns.



(2) RTREpE

fEfEZ 87%I(C. FFIERZ 69%I(C5R8 D,
(3) BREZEFRI - £18

EHEZERI (L dry tap THRIZENFEAETH DN, BEERNESNDIES
BHD. FRERSATITORENHD D, £18T(E. BEEXKKNEIIS. M
B ((RIESFERYCMEAREME) DIENE &6 (CERQEORME S
B HBND. HITT D ESMAERT (A T D,
(4) RBEMMEE

LEARIRE (L. BN dry tap THDE(E. FEMZRAWNTITDS, 85%DIE
BlENHRENEOND. RPTHRA ULEFREEIHREED DS, £EBADH
W EIBE T D7z 258 Hilth 104 FI(40 %) ([CREADRENRHSN TS L,
del(20q11g13). del(13g12g22). trisomy8 NLEEHEHEE(CHSNDIERE
THDN. ENTHERMERID 20%RRE(CHIRTBICTETY . HBMEER
ERTEIIEMEHD. SHRIHEIECHSNDIERBARER (L. EELSMAET
ARRMA I/ \RIMAE (CHEFET D 2 RIEDO B BRIRMEE BB EAZIEIRRF CHUWNT
HEAHENDTENS. [REEEBERMEEDFRIE S EERAR T D L (FEREHL.
BEYLMmAE. ARBMEM/IMRIMGE. BEEEARIEIRARE EOEWFrIBLEZ
RIBDEBRNOHND,
(5) JAK2 ZE, MPLZER

[RF4 S BEERMERE DRI FEXDRERI(C. JAK2 cDNA D 1849 HFEDIEEMN G M
5 TADEENRHSND 27, COBECKLD. JAK2 D617 BEDT7 = L
(. NUSHBS T T TILTFSZOABHR(V617F) SN TS, JAK2V617F ZE
(CKDT. JAK2 DIEEREEHENE . ENZMAEY?. AREMEIM/MRINGE. &
R BRI T SO EEIEEEEORRE (CEZICEAS LTS EEZEX BN
TWB, JAK2 DI (&, RFEEBBEMRIEED 5-8%I(C. RO RRIF > (TPO)
DLETH—TeH3D MPL DIEEBEMI CDOEENRDHSNDS 7,

1R&. JAK2 V617F ZE (. [RFEMEBSBERHEELUINCEEZMAED 95 %A
b ARREMEIM/MRIMAEDFIFEUCHSND. JAK2 V617F ZEZFITIRVEN



ZIMAE (2D 5%KiE) DRSEDIEFCHDND IAK2 TV 12 DEE
(d. FFUEBEMRHIE CIIRE SN TR 8, MPL DZER (L, ARRMEM/)VRIT
JED 3-4 %lCHBHIRT D,

JAK2 B FEEDORE(C(E. B DNA S —OIT 2 EDMIC. 7ZUIFR
HEE PCRIEREND D, JAK2 B-TFEE=(allele burden)(d. HwiEZEKIR
TDZENS. JAK2 BEFEEODRHOH TR<. EE PCR T, BLTERE
SFCHEITDZLIE. WBEZHIMIT D ETERTHD. £t &AICRD.
JAK2V617F ZR(F. $ED JAK2 )\TOF1T (J\TOFAT 46/1) (L=
EBICRSNZZENMRESNTVD %, DHEICHITBIRETTE. JAK2V617F
ZEZHI IERFEEEMIREERE (L. EEE® JAK2VE17F ZEZB /R0
FEBI S LB L. JAK2 /)\T'O5 17 46/1 #BIDEENSLY (Av XL, &
NeN4.4,1.7) cEpmEanTLd 0
(6) CALR(calreticulin)Z2£

[RFEEERERMEED 35%(CERZFRDHD. JAKRZ ZEE(FHHMBERNTH D JAK2
ZEEEHICIRD E. 88N EFRICEENTFET D. CALR ZE(L. EHbIEIE
MIEE T3 B ET D 25%(CHEHSNDH. PV TOIRE [F/R0). CALR (EEITN
FUKICTFEL. Ca DEEME. EEQITDIZEHEEERONIE, HltiEss
(CRAS LTS 12, CALR ZED MPN RIEMF (CHITBEENCDNTIE IR
ERFNN T I HSNTLND,

(7) ZDMDBILFER
a) TET2

RFNESREIRMEED 17%I(C TET2 ERZRHD M, TET2 (C(F. /REOD
Td B TET1 &EREHEKR(IC 5-methylcytosine Z 5-hydroxymethylcytosine (CZ i
IREREENSD D . BInFHEIR%E epigenetic (CHAET L TWLWB EHEEINTLY
B BR(CEDIFEAEDFI TTET2 EEAD CRDRENECTED.TET2
DOHEBENHESND EEZISNTLD, TET2 ZE(F. EEZMED 16%. &K
AR IM/IMRIMAED 5%. 4 EHEREEKE B MR BB A AEIREFDR] 20%7R
ECEHBND,



C-CBL

INEBBEEERMERMRD 17%. BHEESHEKEAKD 11%" [CH5ND
C-CBL DZER(E. FFRIESIIRHEIED 6%DERICBRHSD . C-CBL (X E3
ubiquitin ligase T&HHD. YA b2 L ETF—Z21EFFALL. RTE{EY®
ZME(EET D, IEFED C-CBL [INAMIHIRF & U TOtREZEB LTS, CBL
WZEETDECOMREMNEESND M. ZE CBL (EPA b1 > ADKRIEG
METIEIED S, MENMEE > URRBICESIZEEXSNTVS Y,
b) ASXL1

DN CH T DR TIZHDEDD. [RFEIEBREHRHIEIE 11 519 3 51(C ASXL1
DEBRMIRESNTLVSD 2°, ASXL1 (F Enhancer of trithorax and Polycomb
gene family (CB I DB FTHD . LF /A VERBRZN ULEEZINE I
% 1. ASXL1 DER(F. ABEMEM/IMRINGE 35 6% 1 6l. SEEEEEEEN S
REFRER AN SR AL UTZ 63 HIF 12 §1(19%). BEEEAZKRIEIREED
11%. BHEHEKERMRED 43%(CH5ND,
c) EZH2

DEBICH T DR TIEZHDEDD, [RFEMEBERHEAE 30 FIh 4 61(13%)
(C. EZH2 DEREZRDHD *%. EZH2 (. EX R AFILNS ORI TS—ET
33 polycomb repressive complex2 (PRC2)DEMHAL BT 1=w hTH S %3,
EZH2 DZE(Z. EHEMEKERMRD 13%. BHMERRIEIREEID 6%(CE
DD
d) IDH1/IDH2 T2OY > 4

VEREICRS I dEERZ I— RIDELF T, TDERICLD, aF MY
JLEEM S 2-hydroxyglutarate ANDEAEMNEE SN FERENEE TN 5. 2008
FCDUA=RICHNTEUSHT IDHL ZEEMNRE SN 2, MRERE T
BHREBEREA>EREBIEMEIES O SR S8R B MR (CFB1T UITRERI TR
HENDN. BEEIRIEIE T (d 4%2E SARHBEE (HME< . ZORNEREAR
BAT&® S,
e) LNK



BFAERL LNK (F. JAK/STAT ZEBOEIHEZ&(ICHEIL TH D, TDERICK
D C. STAT ZEEDBERM N FEND . BEERIEE CEV MBI TERENRES
ncuns %2,

f) DNMT3

DNMT(DNA methyltransferase)(d. DNA DX F)UALZHIH T DEHRE 11—
RLUTUL\D. DNMT3 OZE(d. 2SR MRD 22.1% & EBESHEE (C
BHBND 28, BEERHE(CREESD) ICHEIND. ZEOHEE (G 15%2E
T. LEEMZOEE TS 2,

4.
1)

¥

W
W

[RFEMEEREIRMEIE (X, BRECHSVTE(CERBREFENERCRMREMIBIMNT 55
BEIETEERES ChD. TOMEMR(E. BREDOMREE (XBIL TV EDD,
FEHERRAEDIBE (ZIRVDN HOT2E L TETLENTH D [RIFRIERR] TH D
EITIDE. BRECHVWTERQMMEGRME. 15 —J EREDIEE. SRDIE
m (BEL) MECD TERER] &720D0 RAEMADOBRESFEK, FREFBRDHIR
(B7RZFEKAE) . AFAZAE (BESMSEM) 7@ EDRFERIAPIRZRI KD ICED,
#) 20%DFRE (S (CEAEIRTH D RRZHI. MODRBDTZSH ([CER
B ERZ URER(CIEFoTERMSNSMEE. B, BImEKIEZS. /) Igh.
FIRIFERAEY® LDH DIBHIAY, [RFEEEBERRIEEDZRI DI 72D,
HRERRIENC 0 S — J D ARMEDIBE Z DR TRIRRMERR ] DOBEBE(BRZ T
HO. GFPEREFRRERE Z M4 D ERBKAMENNU TUL D BRERE, “EDR”
‘R EIF(ENDEERRDUINUAFHZE T D RRDEREKD/ N EREKS
BREL. ERZRBOHDIEEDHD.

EITI D& BREAOHHEIRIE. 5 — 0 ARDILE. BRENELCD [HR
MR D, RFEEBIERMEED(F A EDIERIE. CORHERCRD> TEU

CEicNsd. =582k WIRREEE, KERD. "REZT. #MEL. HmiE

i=1111}
\W»



MR EDEBIEIRDOHIRZEH D, KRIEMIEET(E. B, M/IMREL . RAEM
NDEFREEFEK, 7REFEK. CD34 14RO HIR., G LDH O EFRENE U D,
BEAMEM(C KD . BLZ DREDIGIENH 90%(C. FFEARNH) 50%DEE (CER
HEND. ULIEUEERD ., SiiFrR (&, MifREFRZEIS -5 D
ENZERTH D, BIRISEMET U TOBEMITEERROIERENBIL
Do ABEPD OERESIR/MBHEIRED DVNIOS T 4R, BERICEIRENT
WD, REBAREEEIH 30%(CHESNDIN. [EFRMEEFEIRMHEE CTld Ph 26845
BU\& BCR-ABL (3H5N720\,

ERIOMRMAL (L. MEPMOERBRICHVWRISHEICELDZENDDIEH. 2
RGO BRI Z i8R T DM EN DD, JAK2 > MPL DZEEDFEIFIO—
FILICEMMREIEE L TVWB T EEERLTHE D, RISHEDOBBERMEL (2
RIEDOEBRIRHEIE) CIRFEIEBRERMEEDER (CBRATH D, LML, JAK2 1>
MPL DZEZE(JIFFEEBEHREE(IFENTERL., BUL EHEEEMER(C7
N3 EMZMAE AR M/IVRINE (CHBHRBRESNDZEIEFENVETH
D, Fe. FEFREEFEIRMEEDIIHENDIERIT(X JAK2 > MPL DZERE(IEHE
nN9g. 2DHFE. 2REOEHIREICZSIZU D DEEBZFRINU TERTT D0
EhHD.

WHO D iiE# %R 2 (Cx9 %, KIBE 3 DIARTE. 4 DONEEDS
5 2 D&z Ule & S (CRFMBERHEE & 219 3.

2) HERIZR

BERREREN DD, ENICRILUTTRECEIRMEIEN HFSNDEDNDD.
INS5Z ZIREETRIEE & LS. BERRREBEOARFTOIEE (L. 1. SRR
JE(REE 31%, 2. ARREMVIVMRIDAE 15%, 3. BEMZMIE 12%, 4. 4 5EHE
HRaMmmE 10%, 5. SRR 8%, 6. 24D > /\BMME 6%, 7. B4
U>)CE 5%, 8. & 4% DIETHD. 87%FMRERICHV. BFNAET
EHdE. 2 RMEBBEREHEED 91% (BB (CfE> TULVS 3L,

SEE (IR BDD. AT7U—T)LAMK. SREEHE. 54 Hmne
DNEE. WFEEEKIENIAE. ANTFREMERE. XR—> v MR, 8IFRIPERE. BtE
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S MOTJ+«—. EAY=> D RZ%E. Gray platelet fiEfzBf. £8MHETUFT M
—F R, 2E5MHETHREILE. MU DASAFY A RIKE, KREHRREE. X
ST URBERRE(ICKD IR EERHEEDREN D B,

5. F&
1) P&

1999-2014 FEDOARFPTDIHRFAE 670 HIOFTT(E. 3 EEFEK 57%. &
FHAEFSUE(E 3.8 F£THHD (K2). TS RLDI{ENZ 1962 15
1992 £E(CE2MrENIZ 195 BIDREMT > DFI94EEFRAR 42 + B & FERSRT
BTHD. A TDERIER(E, BEYE 13%. HIM 6%. BIMHEIE 14%Th
=P
2) PREF. URINHE

[RFEMBRERMEEDIRKRZB Y FR (I —T(ER <. EFMICKD/ISWYF
NAREV, [RFREFEIRHEEED TR ZNE T DIREMNEGEES. IR CHEL
STULVRLY, EMFHHRTEAE (XM —DIRmIERNE CEdhDdEDD., AR
HIETREE <. B4 DIEFICHWTHRAEEERT., REAFRIRAEZZRL.
BEAHEARAEIT DIVENGDD, Dz, f@x DEEFID) R TEF 72573
BDFETFUNETILIVETHD, CNET. BHROFEAFEHAIEDEIEF
BIMES XT LANEBRSIN, WEIAERSN TS/, BAEXTICHRESINTL
ZRENBEEFEIATISIS AT LERIICRT,

a) Lille 948

IS > M Dupriez BICKDEEETNIE Lille 9%EH, CNETHFRNICAL
RSN TEZ ¥, 1962 F£h'5 1992 F(CZEiENIz 195 HIDMEFTlE. 60
mA L. BFFiER. AERA. Hb B8, BmEkEEMNFE (/A FRAEM blast
DIEM. B, MIMREENFREAREFTH >z, Hb 10 g/dL KidE. WBC
4000 KimaETz(d 30,000 BDWINEE T BEE (high risk). 1 DDHET S
£% (intermediate risk). 1 DEBEIRVEE (low risk)D 3B CHITD E. &FF
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HARIHOUiE(d 13 # B, 26 A, 93 ¥ BTd®b o1z,
b) IPSS

2009 £ (C International Working Group for Myelofibrosis Research and
Treatment(IWG-MRT) 5 F#& X 17 U > 4 = X 5 A (International
Prognostic Scoring System for PMF; IPSS)HEXR =1/ 34, IPSS (CHI1TD
TRARKF(E. 65 mU L. I DERKRAEIR (10%LA EDEFERL . FEh,
ZF). Hb<10 g/dL. BmmEk#> 25,000/pL. REMDZFEK=1%D 5 IEET
5D, TERARRTFOHEN 0E, 116, 2@, 3EULDZEDOEFHARBPIYE
(. ENEN 113 F. 794F., 4.0F. 2.3FTHD.
c) DIPSS/DIPSSplus

2010 F(CEA UK IWG-MRT 5., IPSS D FERFZ=. RKFIEDEE &
LTIV I\ = RICEX D THRBZZEX DT E(CL DT, BRI TR<,
EAREBTOE L EFEFRICRMESEZZENTmEE Rz P, £EHER
XS & U7z Dynamic IPSS(DIPSS) &, 65 BARMDHZXWRE U
age-adjusted DIPSS (aaDIPSS) HMEIE S TLV\D, DIPSS Tld. EEAKZFEH
DRI RITMERICHE O T, FROEICEHRATE ., RBOETICHE
BB ORE(CHIID, &< (T AREmEFHRFPEEIL 732D 65 &Rl T
(&. aaDIPSS (FRABEICDHIMTICERATH D, =5(C 2011 FF(C. DIPSS (.
/R 10 BULF. FPRARZER (BHIZEDDIWIHEIRNOREFREEZ 1
DHBdWNE 2D [+8, -7/79-, i((17q), -5/59-, 12p-, inv(3), or 1123
rearrangements]). IMAF (BSEEIRMEE(CEEL. FRINEkENMZE 3 SAEIR
MBI, FZEZORHE) EMbk L7z DIPSSplus hiigiE =17z *°. DIPSSplus
H. BHIRFDOH TR, BBERTHEHEICEIEETH D, R, KREL<AWLSN
TWLWBFETRESILT, EMEFHRBEOENZER T DRCBRATH D,
d) BITHl /BEUR U

2009 £F(C MD 77> —=Y AT I—M15, F@EP(CAFEIRMPREN
12 yAKRBERDINS A= EUT, M/IMREL S F5/uL K. REMBD D0 ME
BRIDIFER 10%RE. 17 BREROERED 3 DN TNS ¥, D3
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DONINH 1 DTERIRUIZIHS. TOROEFIBFPIYEL 12 s AEARR
TH#17HA (accelerated phase) EEHESNTULND, —5. Mayo U _Zw oM
565. @URATRAFELUT, —RBARKEEBARERE (monosomal karyotype) .
Inv(3)/i(17q)EE. XD 2 DULE (GFEK>9%. BMmik#z4 B, FRARE
B4) MatENTHED. LWInh 1 DMNHIRUIEIEES. 2 FFETEK 80%L Lk
EHBSOTFEART. Ba'J X8 (very high risk category) EEESINT
W3, ¥,
e) REBEAKEE

AIBCHITDIRFA T, REAEREOBEE. EARELTCETFRICEEZS
IR 2120, 13q-& 209-DAADREARRENSG DIHE(E. [EREZREDE
Bix> 139-3L\& 209-OFHDRENREREZTT I DAL (CLENTFEARTH
3,17 BREREREZE S IEAE. FERARTH DI ENBESTNTVD Y,
KIBDIEGIDIRFIT(E. 17 BREARREZH I DIEHTERD 1.7%(SBSTL
W COREBAREEZFITIRVVES I CBANTEFIABPIMENERICIE,
f) AFBOREHICH T D FETAEST)LOBEIL

FROBRVRAODFEZANT 1999 FLUMF 2012 FFTICAIMS [CHEEFHE
U TV AR DRFE M SREIRIHEIED TR Z IO U X IJRFZAWNTHIET
D& BI3DELD(CIRD. IPSS, DIPSS Tld. AFHARIHIYEN 10 L LD
RUR DR TIEE TH DN, EMmEFHRBEOEEERE I DHM-2 UX
DB DERE NI EEE T D . DIPSSplus Tl Hf-1 URXRUEEHE-2 URD
HODBMNEIETHD., BRI TAMBCHVWTZMEOTETAIC(E,
DIPSSplus DEIGHRELVNEBOND (R4, ”3), F/o. LR, BITHA.
HBEU X B E I DEFOEFIARPIUEL. ZNEN. 1.3 F.1.2FT.
FEARBOERNNTIGETHD (K4 ). £z BiTRAZ M 9D dynamic model
EARTDOBREBICELLERHL. #2K. BBPEECTFERAREBDERNEN ]
BECHD(E5),

13



6. Ak
1) JBEaEt

[RFEEERHRHEED TR ZE T DIRENBRE(E. R THEIISNTULR
W\ EMEFHHARSAE (LM —DBRAERE CTEHDEDD. TDBIC N IBAEH
SAE(CRAT IAMIRTIEST > X (FFEL TULVR,, FKEOREHEEZER D &,
SHREEMPFHRBHE S EMEE, IFREAOLEBNERIND Z &EFE
Z(CL< L A2 DIEBCENTHRAERERT., REBFRIGEZERL. &L
TR (CHK U SEERHZ RO TN ZECIRD.

IRIKT(E. &= 3 (C7~9 DIPSSplus URTDFEZAWNT. B4 DEFID' X
Sl EATL ), SBEAEIRE T B(K 6)%,

DIPSSplus U X T734AT. ARV X D8 -1 UXDEF T BIERDHBS.
XIFEEDH CERMODAEFMNEIF CE DS, Twait and watch] D7t
MEF UL, BMEECEBAEIR - BEEPEIR. HDU\(E. BRRAKERL
FHE, BFREOEBERNDD. HDIVWIFEP(CHIRUTEHZEC(E.
ZNTNOMERICIEC T, BIRDEBRZIRGT I D, HAHERICHRITH - 8BS
R OB CHEE I 2 BRMIEDBEBZ RE I IFARNEONTZHS(CE. H+
[CEFEEDBSHEMBMRRBIEEZE TS 7%,

DIPSSplus U XU BHEICHNWTHRH-2 UR TR, BURXTECEEL. @)
IR RF—IFRETIHEICE. ZMREHRORBSMFFERBIEE SERITaE
(CHTzD. Fhn. MHEEFREPSHEZERL C. FHEIENFIEEDDLE
BHIFRIENANARIC L DBIEZERE I . BIEBEICHTRWGS(E. AEIR(CIE
U ToaBEODFER, DU\ JAK2 HER. FARSEDEKRREBRN\DOSINZIR
HICESN
2) JBEDERR
(1) BRERHEE(CHDERIEIR(CX I DK

[RFEEBRSRMEE C (. B2 ARERLD. EH. BFRELVOEHE
KBHEN. BBDQOL (CEULLETSED. INS(E. mikEA . BIECK
DEEB. RIEEDA MOA2DEFRBRECIO>TERLSETNTLDREEZEZ BN

14



Do BAZEDRF70O4 R\« ROFZIL VIREDBEEMNRASNDN,. L)
FTNEHRFZ LUV CDRDIREEFEIR. QOL DFHI(C (%, EORTC QLQ-30
>, FACT-Lym X177, the modified Myelofibrosis Symptom Assessment
Form(MFSAF)2 ERARNSNS e,
(2) EM(cxd /e
[FERMEEHEHEECHEDIEMCH U TE, AmEk&Em. L rRZ-ZVO>
(0.5-1.0mg/kg/B)EARMERILENENSNS. L RZVO> T
SBERIIAE. 1-4 AT, $120% CEMDUENRENH»SNDB Y, BEARILKR
IVEE BHATIESIFY—ILGR>Y =)L) 600 mg/BHSERENS .,
Cervantes 5 (3T /=(3 Hb 10g/dL LU F DIRFEEBBERFHEE 30 41(C
U FY—ILERY—)L) 600 mg/B=#%5 L. 30 it 8 HITIE Hb LAIL
PEEEL. MBd 3FIE Hb 1.5 g/dL A LD ERZRDIZEHREL TLNVD, K
HTEEEAT /O (FUERSY) BALSNZZENZN ¥, TUER
S>2455 39 HlDSE 17 Hl(43%)IC. ANESOE> 1.5 g/dL U ED RN H
S5NTVD. TDODOBHIMIMKFIETH DT 25 B 8 FI(32%) (. #MmIFkF
HERDTETEMNRESNTULD, F/e. 5q REMAHBNUE. LFU R Rix
STEMORENF TE ()20 (RIREEIN) . BIEN A<, Bk
FETRVWEMICW U TIE. TYURORA ITFEMOBM G ERITHREEDD
(IRBREASH) 2.
(3) BERE(CHESRREPAEIA - EIBAEIR(CXT T DIEHE
AERE (CHE D IERIR EDMEIRNE LLBE(E, /\A ROFS DT L 7 DI5ZEITL.
RN ERED DHRN & S (I MEHRBRH Z1TD. T2 L. fEIRICHDIET
K(FH 9% EBNCT EICBBRINETTHD./\ ROFS UL PRGOS T.
DS RUE>. XIILTF7S5>. TRILITF7UICLKDBEEMNESNIEEVNDIRE
e 122, A>F—Jx0> ald. MEEMEL. HREBENTHS >
I\ ROFZDIL70EERIGEE 1000mg/BNER E/RD. #1 40%DE
EHTEY A XDMENIMESNS 2>, Mayo 7'J =W IDEARINERIT T,
EREST 10cm U LEDEET. 25%LL ED#E/INE 35%DEE(C. 50%L £
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DFENIN 17%DEE(CFRHSNTUND. JAK2 BEZRAEFITIE. BRI
10%BU T &AEM D T2, EREEBREBEHIFITHS 2. /\1 ROFZILT
(&, BAMmBKENNI/IMRIEZ DT> ~O—)LICEANSND.

FENDOBRHHRRI (E. BECHDIIERZHESLED. BFEFE L UL TIE.
0.1-0.5Gy & 5-10 DEITRET SN TNBIMENZ LN, BDIERE 3-6 4 H
E—BUTH S ¥, BRECHSBEERONREZRIELT. 23 flORREE
BEIRHEE BB N A DREHRRBE £ S 177z %, 1 I—XHDFEY 277.5
cGy(7.5 BN DIRGTETH D . 23 fldh 8 HIT(L 2 O— XU LDRBEEF 1FT=,
93.9% (CREIEDIRA N ERD SN, TOMRIEF 6 A (1-41 # B)IFHL. 1K
SHRIBHIEBOFIIREG(E 22 ¥ ATH /2. EREIER(EmMEKRA TH D, 23
fBlr 10 B (43.5%) (CHIRLTULD. 6 il (26%) TlE. 1 J—ADIEHE
[CEENNMERELO RO SN, ZDD5 3 HI(13%) T TR /RBIMAH
mz4EClz. BEHRREZ D2 26 IS5, 9 HlEEDRIEENVE EIRD
2o FMCHDITETRE 11%THD. 1/3 DIEFITIE. Filiik(CEEAL I ZE
SEUERDINBNRUEZLEE LU TUVND, S, B OREIMNEN(C KD
fRRE/KATEE. AimmmE. U2 /\EEXR. EREEEDRE(C LD MREBAEIR.
L TFEROEREICHUTE. 1Gy FTOREZ 10 BEI &V IHERAERHRE
B, EREHCEN THD P,

RRICBIL C (& Mayo Clinic T 20 F/M(CiThnTz 223 floikEH B S >,
MR IEDEI(45.3 %). BEIEICHEDSIEIR(39%). PIRETTERE(10.8%).
M/RIRAMIE (4.9% ) (CX U THERZ(FATHON T LD, $REEE(CHEDFETER(E 9% T
B0 B 31%(CE U TS, & (ICEF L TULVZ 203 fIDEDEDF
Y 41FHEAME & 27 4 H(0-155 4 A) Toh o Iz Mk FEDEmZ £ U1z 67%.
JERE (TS BERIERZB U 23%. PIMETUELEZ R UTZ 50%DAEHI TR
HERDHSNEH, MIMTRAEDSREG 1 FIERHSNEH DIz, HEIREIIC.
FFARODIEAN 16.1%I(C. MV/IMRDEINN 22%(3RDSINTz, /IR 3
9 DIEEADEERGIIRARDINR (FTRNBEDD. FERIE(C K DIEEPEIRDELEE
MCXF USNRAZBOHSNTUND . FEIEEIEEREFEIRMASEN HS5ND T M
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D, FEMEAOTERERSE, MRl (Cv)\WREZE 40 HUTICLTHE R EDXL
PURETHD >,
(4) JAK2 FREH|

[RFMBRERRHEAEDFIEERC JAK2 DEGEFEENEFEL 2 JAK2 WiEE
(SEMHETDZEN NS DRBDHREDOFILTHD. TDIZH. BE JAK2
=Y DRFEESERHEE x93 JAK2 FEERIDMRICEIENEET O TL B,

ERERERERN TN TUVD JAK2 BREEIE. LWINENDFAEENTH D, ATP
EHRAENICEET DT EICKD . EE JAK2 2RI Uitk o B SR A0
IBIEZHHI 5. R JAK2 5I935 Ba/F3 #ilgz#4E L/ SCID ¥ X,
L bOTAILAZRAWTERE JAK2 ZEBAUN D AEilezZmEu L >
ET>MIOX ZBRIAR KRNSO AT TV ONRDIR, EEbIEHIES &
ERABEBIEUTZRBAEY D RREZAVWARE TIE, MBEONE. 4775
BOERRENFHFSNTND, IRTEE TOMRKRIERDIRE (CKD & JAK2 BE
BlCKDRER. £2EBER. AERL. EENEOE TR EDRKRAEIROREAE (&
EITDEDD, ERE JAK2 ZHHRRDEIEDE RN ERERSNTL VR
Wo TDERERED—DIE, IRESNTL\D JAK2 BEERI(E ATP ZHEHEEIT D/
$HIC. ZR JAK2 DiEMZIIFIT DD EFARRIC, BFER JAK2 OEEBIIFEITS
12 THD. JAK2 (FEMICHBRFF—TTH D, ZBE JAK2 DiEMHZT
L(TINFITERREFIEE. EFEMZEBRRCIIH T ENFEEIN. MK
BUNFTHANTORSE(E. ERE JIAK2 OFEEZR(CHZ BICERTDT
HDOEEENEV. 2 DBEDERE LT, ERGEESEIRHEEDORIE. REDR
B(C. JAK2 DEELAM TET2 Z (U & T DEBOELFEENES LT
ENBIFBND. I0F VT 1 —DIEBIC JAK2 BHDBLEFEEDESHAE
WSS, RICER JAK2 OFHNTR(CAE TS E L TE. BEHDIEEEek
ESINRVEFEEND,

JAK2 PEEHI(E. BECAR SN TLVSD ruxolitinib att(C. pacritinib.
momelotinib /X ETHRRE I BRI TONTVS (R5) *. 2035,
Ruxolitinib (&, BCKTI(E, I TIC. BRAREE I MHERBRZRR T, KE. KRMT.
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JRFE 14 B BEARHMEAE/ Z R4 & BEIRHEE (C X U TER A =T LB (Harrison,
Kiladjian et al. 2012; Verstovsek, Mesa et al. 2012), DA ETHEBERREE I
HEHERZIR X T, 2014 9 A(CFRAE] =1, EMERIR CERAMNBIRE LRz, &
N5, JAK2 BBERI VI NEREDENRNLH#S5NDN. BMOEEY®. B
EEROTOT7AILEIEFER D THED. BRRHBROREIERNFFILND,
FT. JAK2 [BERINRFE M EBHRMEIEDOL s FRZNE I DIMNCEALTE 5
BORETHD.

a. Ruxolitinib (INCB018424)

[RFEEEBEIRMEE. BEMHZMAE. AR/ VRITAE (CHFE I D B REIRIHEEED
153 BIAYEE 1/ 2 HBEBR(CEREN. 14.7 w AU EERE =Nz, 115 fIHYEE
MEPTHO. 76 BI(F 1 FELLEHETLTLS * 153 Al E(CH 0T,
BB BEINRE. BEMIEOBRERNHEL TED. BEDNE
EHENTND, CNSDEEMRIE. JAK2 ZEBEGIDHR5T . [BHEDIE
BICEHFSNTND. ERUTWZMEROKIEES A M- > HY JAK2 [BEFID
BELCEDETL ETLUTWEIURORIF > LIFUAERLTNS,
FRAEMIFPIRDZERE JAK2 DENS(JAK2 D allele burden)(&. 1 F£ T 11%.
2 T 18%imA L TWLBM, BTV, MESMHE(EI/IMRRAME BT
0. JL—R 3, 4 DIVIMRRAMED 20%(C. FTZRBMODOEIRN 23%(C
S5NTVD. AEFHIRE S EEMRIIMRRS TH D, CNERED D&
—EFRRERIPRICRE L TL\D. FEMRSMEE. TH. £5EE2R/K. BRI
ETHDIM. WINEEMTH DIz, BEFMI(E 22%(CH 5. MRS 2%.
FEMREE 2%, EEBRDER 6%, HIEEHDVEEEDHIRT 12%72 EDHEH
THD. 5l&HWTERRSE 3 HEERN . KE(COMFORT-1 ER) & FRM
(COMFORT-2 :B&) CHEfTSN. 28 1/2 HHEBROERZE=M T DERMRES
NTWd 02, WREVWINE., FERESEREE. BEZME. A/
WRIMAENSHF U T BRERRHEE T, IPSS THRE-2 UR OB L. B%E 5cm L E
DAEBIT, COMFORT-1 T(d. 309 #IA' ruxolitinib 8% &7 S /RBECEIT.
COMFORT-2 TI(&. 219 #IAY ruxolitinib &f & &= DAE (best available
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therapy; BAT)(CEIDFIF5Nz. ¥IEARSE(EMM/IMREICKD 15mgBID ©
L<I&20mgBID T. EFBI > KRR > M. 24 B (COMFORT-1)E L <
(& 48 BRFA(COMFORT-2) TREBTEN' 35%LL LA UIcBEDES. &R
T2 RIRA > BME BBERD ORE. £EBERONE, SEFRETH DI,
COMFORT-1 Tl ruxolitinib B Tl& 41.9% N EBI> KRR > MEER LT
DI LT, I> bO—JLEEHF 0.7% (p<0.001)TH o7z, NRDESNIZIE
BID 67%(F 48 BEF R CHINRNHFGE U TULVZAEIR X 77 (MFSAF) T 50%I
L DehEZERDIAEHEL. ruxolitinib 8% 45.9%. 1> ~O—)LE¥5.3% TdHD
1z . BRI OUE 51 BERF I TDIETZR (S ruxolitinib £ 8.4%. 1> ~O—JL
BF 15.6% CAEFHHOBRRERZRO TS (p=0.04), BEMRIF JAK2
ZEOBEICKST. F/z. ruxolitinib (CKBIEBIO—>DINFEIZIR(EFE
A ERDBNIEMN DTz, BEDHIE - FiZ(EmEFEH 10%EETHD. mEFC
Z(EFHFSNTULVRN, FREEERE. EME VMR T, BI(C XKD
S8R (& ruxolitinib B¥ CTZ < FBHSNTUND, TDE. FHERHARFSIYEN 2 &5
R TOBMIRENREN TS, 155 Bld ruxolitinib BED >S5 100 FlHVEE
ke Td D, 96 BIRFRTORSERIHEE 34.9%. QOL L24FXRDME
(p=0.03)BHEIFENT Lz PO, M TITHMNZ COMFORT-2 T (&,
ruxolitinib B T (& 28.5% N EB T > RR > MRERULZDICH LT, Ik
O—)L8¥(& 0% (p<0.001)THho/z. EBREHAEFIYE 12 4 AR TEMNRD
FH ST 80%DAERI THIRDIFHNFHSN TS 2, COMOFORT-1 EHRIC.
ruxolitinib B C(d. BAVYET. FIR. BRI EDIEIRDIE. QOL DiiEMN
RBHBNTND, EREEBRE. Bl EIVIMRREL TH> 7z *°. COMFORT-2
T3, FETC(F. ERERHARIPORME 61.1 @IS T. ruxolitinib B 4%, > bO—
JLBE 5% & GmdGRE DRI R T (FBEFRICAEREFH DI TLVRLN, 2012
FD ASH THREINZEMABRT(E. SHRARMPRIE 102 BICHITD
ruxolitinib 5B DOF%(E. I> bO—JLEETEEA HR 0.58(95%{=FAX R4
0.36-0.95; p=0.028) & RIF CHo 1= *%

b. CEP-701 (Lestautinib)
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FLT3 PEEHI & U CRIRHATHN TS/ CEP-701 (. JAK2 OFF—5EHS
BAETD. DIz, JAK2 ZEBHEDIRFEEERIRMEE. S RUEEZMIE.
ARSI/ IMRIDAE(C S| EHWVTE U 2 RIEERERMEEZ X SR (CEE 11 KRN
TNz, 22 B9 6 BITEENRMNAFSNTH D, 3 FlIAZENSE. 2 HlZ
EMARFENSORRAL. 1 FlEEFhEk. M/vREL. IBIENE LTz, SRR
{EDERE (FERE SN TUL VRO RIBIMFPERDZER JAK2 DEIE DR EH+ D1
TULRL, MBRSHEUNDERBESRE TR CTHD. 68%DAEM(CHIRLT
WB. TL—R 3. 4 OFHIE 9%DRERICHSNIE *,
(5) IMiDs

RIGHBR MBS NBZI Y RIYA REZTDOFERS., [FREBBIRHEAEC
SRR BRI THD. U RYCR50 mg & 0.5 mg/kg DT L RZY
O>OHRAICED . HEUAEDOREBFICHWTE, M/ WRAMNEN SET B ©°,
FRBEESBRE. R RIHHEXES. B ChD. U RYA RN TNF-a
DINFIVERNY 10 B D7RL ) RY A RIC(E. BIMDREN 22%I(C. fEE
DWEN 33%I(C. MAMRRAEDIREN 50%I(CRHBND &, T5IC. Fii
DY RYA REBEERTHBIRYY R RO 11 BREBRETHNTH D, R
YU R R 0.5mg/B+PSLIES(CLD. 22 fith 8 Fl(36%)[CEIMDIEN
FHFBENB B, JL— R 3 LU EDIFPERBA A 5%(C, /IR A 9%I(CH IR
LTW3,
a. U RYA R

2001 FFXTICHRENTEEBNDBDEBEZINRE U 6 HDIREZF E
HDETETT 77 PIORFE M EREIRHEERE(C 100 mg K5I LT 800 mg
FTOYU RYA RSN TS . BMICRAUTIE 12 %D, M/IRR
W CBUTIL36% DR RBHSNS D BMIEDRENFHSNBEFEH DIz,
fzr2. 15RE 3 nBBORSRT. BWEADZs ROw J770 b UTZIR 43%
(CRSNTHD. IS5 EIEEIREG (FHEEER(ICT TR0, DU RYA R(E
RF I BRRHEE (X L DRREDHREN RO SNDEDND. BHET(EHVR
DDEIEDERENBIERDIZOMR IR SR TH D FFHESHIE(C—ED
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DAERIT (FEBEETEVERN RO S,

€ C. 50 mg @ thalidomide & 0.5 mg/kg @ PSL A EWVWS A=
thalidomide BEEDRIERN 21 FIORFMESEHFHEERE TR SN . 185
e 3 4+ ARBRDEERERE 5% &K<, thalidomide50m g (FAEB DAEHI
THHIR SN B THD T & FHEEDORE(CEM. MV/MRBAMEDIEN
HE5NDEMTRESNIZ, UM U, HESNTULSD PSL FIEE(CIEIRDEE
WHET B HDTEND. B RIA REMODMBOREINLEN T,
2004 EICAFUTETSUADIIL—-THS, 18 HEH5 80 RET (Fiff
B 68 7%) D 63 FIDEFMEESEHIRMEERE (CXIT DT R ROREMNIR
sEnie %, BU RTA R 50 mg/Bh 55 ENn. BT &(C&RA 400mg &
TEBINZ, FHDFBET 100mg/BU EDOYU R+ ROIGSHEIEETH
DTz 50mg DS EHGTREERRE S 25%FE LI, AR 6 o HDE
MCOREEL 51% TH D, TDEHEHY R ROFENAZRDHSIRNT
ETRBL . 2EEWERDIEH TH D 2. 4 BRI YU R RARNEIEET
DOTCERED 22% TEMANEL. BIIKFERED 39% N @Mz nEE L
X122z, U RY A Rig5SHEIC 10 B/uL KEom/IMRig =R UTZBED
22% CI/IMEERN 5 FB/uL LD EFERUTHE D, DEYU R+ RAED
ZEEBWENRESNZ. COREESHT. YU R RO—BIR5E
ZIBMUTARETIC KD & 3 4 AU LRI S eI Ee/ERI (& 55-76%1EE T
HD 077, U RYA RAECKDEMMIFKT & /RDEIE(E 39%~57% T
D, M/IMROEBIINRSNDEMNEH D, BEDHEGEEVNDRNS(E. RKIEH
EEENME LB, PRI RIVERIPEIZS(50mg/B)HEEL
WTHBD. X570 RMHADZEIEICEU TESEHDRTEE CH D,

RETHU RYA RS SN 10 fIOKRETE. @IS OHRE & (FEFEE
FRIQBENIRNERDH D TULND,
b. LFURYA R

68 BIDHRHEIE (RFEIE B BEHRIEE 51 FILSNC . BEMZ MAEN SHRHEE(CF1T
U7z 7 Bl ZARREMEI/MRIMAE D SHRHEAE (CFB1T LT 10 Bl 2 IRIEEBERRHEIE
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EE0) (I DL FY B RERIDSE 2 BBROFERM. Mayo VU Zw o
& M.D.Anderson A —\SIRESTN TS 7, 2 MERH SDRiER =
EHDE BMDREF 22%(C. BBREDHE/INTE 33%I(C. M/I\MRERDIBENNIE 50%
(CERHOBNTND, NEJOEABAERL UTZRESIE 8 fil. BREDIRHEH
NE UIERIZ 2 fICTHD. BESREEMINFINEREDTH D, FPEK
PN 41%. MR 31%(CHBNTND, L — R 3 D EDIFHEKE
(F 31%. M/IMRIRAMNE 19%(ICECTUND. EMRFNIBEERELT, &
BRI 25%. F. BENEBIC 30%EL (CHENTULDN, BEERED(E
2N

LU RY A REXFOA ROHAEESE 2 HiBROERE. MD 77245 —
VINAESI-DSERESNTNS P WK(F, BHE23E. aE174. &
i1 40 RODRFEEEREMRIMEE Cop D FlinPIRME(L 62 m&(EEHE 41-86 %) T D
12 M/IMRELA 10 F5/uL KimdDizE 5 mg/HD. 10 5/uL L EDIZE(E 10 mg/
HoL U RYA Rz, 21 HES. 7 BEARED 28 BHZ 1 1 U)LEU.
it 6 A OILDS M TONIZ, PSLIE. 8154 0)LIE30 mg/H. £2H5
142)UIE 15 mg/H. &3P 2)LIE 15 mg/H. lRHTIKRS SN, £4 Y
A IV, RO ROHRAFITONTLRLY,

EERAAR R OUE 22 4 H (8EE 6-27 4 B)DKFR T, 40 fiI97 12 51(30%) (C5)
ROEFHFENTND. BERIGE 4 4 BERTORBINERE 23%. 12 v Bl=
Tl 30%Tdholc, Hb<10g/dL HBDL\E. WIMKFHETH Dz 238+ 7%
(30%)(C Hb @ EFH. AZRTFIC 5 cm LI EDREEZFRSHTZ 24 2 10 &
(42%)(CREREDHRENHSNTUD, LT RYA REXFTOA ROHBFEE
FAtERI(C. 2 BANMFHRERRAMEZ . 6 @HMIMRRAMEZE U TULVEAY, fFREK
M/ MRERDERE (FERH SN TULVRW, AIEHNDRESRZE LI 12 fiH,
2436 vH. 9 r ADOKRTEaBEMRZHEKUITH. KRDD 10 HITEEERD
RAMFHR LTS (BRZEAARPRE 18 4+ B, &F 3.5-24 #R).

BESR(E. JL—R 1-2 0BMmEFEFEE(IC. JL—R 3-4 0B 17
Z(42%)[CHBNTND, JL— R 3-4 OIFHEREL & 23 & (58%)(C. /)y
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RAMNE 5 2(13%)(C. M/VRIENNE 11 &(27%)(ICE U TULV ., EmRUst
DEEBRELTEIL—R 3-4 OTFHN 6 &(CHAHN 2 BICELTVD,

ZDED, ECOG [CLBLFU RYA REXFTOA ROHABEADSS 2 185
BR(E4903)Tld. 10mg/BHDRIU RY+ RERBEDTL RV O HER
SNz, BIONEN 19%(C. BEDHREN 10%([CRHSNTNIH,. JL
— R 3 U EDIMREB D 88%(C5BHSNTUND 74,

PUEDLSIC. BMDHENR(EAHSNDEDD, 1FFEKRHRD . M/ i
NESEEROSND. LT RIA ROMRE. BEERMAEIREICE. 59 X
SRR FARFTHD °. BEBREZEITDE. BEATE LFURY
1 R 5(E. EFREERHRMELECHVTE. 59 REZE I DM (CHEREEIND
41,42,50o
4) EMmEHHEIEAE

(1) FfEEmerHifatE (X6)

[RFEMEEBERRHEAE (CXF U RS e HefSiE (amraR IR/ LN
RESNTND, BHORHEIENZRATH D (CEMNNDST. BHELZEMmE
HRE(XEETIEETH D . EBEARIE 10%UT THD. F£ie. EBCHOFEL
L DIEBITERBDIRMALNEKR T D, UL, [EFREMEERRIRIEIE (CX T 25 HE
IRA AR ORBSMEFHRBAE L. BHEREETEN 30-50% &m0V &
HRIETH D, BN, BEFRE 50-60%ICBBFEDO TS, HIZHHEN
B (CRIET DI NS, ERIRNENEEDEM(CIRD IS VVEFEZ L.
EEEES SN K DRV EREI IR RNEERORIE (CHIFNEFRT > TL\D,

B RERRHEE (CX] T DREBAEDE EFE D IeliE(E. 1999 £FF(C EBMT. Fred
Hutchinson A tZ>4— W B#RESNIE 7%, 1979 F£h'5 1997 FDRICE
BEARHERE (O U EFERHEN T THOMNZ 55 Bl hIRE(L 42 7% (4 %—53 %)
THO, B, BMERELD. [IMREAZNZN 3561, 22461, 21 HICRS
NTWB, 49 filH HLA i —E LTz MRERBHETH D HLA D 1 BEA—E1m
BREMBEN 3 . HLA —E3FMmFERBRIEN 3 flThoic. BHERTEE.
TBI ZEO L AN 3541, busulfan ZE LA W 17 HITHD. GVHD
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FH(E 47 B CYA ZET LA TITHOHN TS, 4 HIFFHER DEB DT
EBTICFET U 1 HI(2%) TEBAREZRDIT. FKEDD 50 FI(91%)TESEN
s DAL, FFREK(FHSME 20 H(11-50 H). v\ 51E 28 H(10-393 H)
THEBNER SN TUND, BHEROEZRERME (ZRIUYE 36 4 H(6-223 4 H)Td
D, BRI 5 FEFEKE 4748 %. Event-free £FEK(E 3917 % THDc. B
F(I 13 H1(24%)(CHIRL . BHE 1 FLIRNOBHEREIET (L 27 %(TFRHSNT
WD, BEEFRHEE(CHSV\CERBEMFFMRBIEC L > TREBEFNESND
Z&. Tz BHEC LT, FHULDERIT. SRR EERNESND
ZERRENTZ,

ZTDROBEBEOTEFTOLMBEEL LTI, 2010 FI(C Center for
International Bone Marrow Transplant Research (CIBMTR)MDF —4/X—X
= FAWVE AR ORBRMIRESN TS 7/, 1989 F£m5 2002 F£F TIC
MEAT=MNIZ 289 BN =NIZ, FmPIRIEL 47 % T, 162 FIH HLA —2F
fREIHE. HLA MESIMFERBRED 26 FI. FEMFERBHEN 101 HiTHo
2o 65 61T, BHERITHEBO I TSNz, BHERDAE(E. 20-30% CTEBEIFH
IRABDAENBIRESN TS, FPEROEE (. HLA —EERRBHET 95%.
FEMIFRERIIBHE T 83%(CI/EONTUL\D, BHER 1 FTOBEREEF T (E. HLA
—HERSERBHET 27%. FEMZFRERBHET 43% CTh oz, BHER 5 FTODHE
F(E. HLA —EFERSEIBHET 32%. FFMFERBHET 23%. B1E%% 5 F47F
K(F. HLA —HERBBIET 37%. FEMFEBBIET 30% Thoiz. 2
GVHD(II-IV E)(F. HLA —EERRMEBHET 43%. FEMFEMBAET 40%I(C.
€% GVHD (&, HLA —E([EIBRIFHET 40%. FEMFERIBHET 32%(CHBN
TV, BHERIOIE S EEARE. BHERICHRER S EBAE - EBFT TOHAR
(CIEFZEFHFDNTULVIRN, BREFIFRIRNEILE T, BiER 1 F0Oa%EKE
T 15%. 3FEREFE 39% C. SHIENINLE & 2Z(FHDHah > I2ht
JEMIFRERIIE T (L, BHER 1 FOREEEILT 49%. 3 FEREFEK 17%
CARVMERIN FHSINTULND,

B REARHMEE (C X 9 2 B REFEIR R AIEFRIRDIE MEHHRIBE DR BN R 2 1R
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5 URBIBEREBROBEREIMESIN TS 78, 21 HIOBHERHE (RRM 15
il 2 %04 6 1) (CxF L. T XILT 7 >(10mg/kg). TILFSE>(180mg/gm).
it MERRHRRTUA(IC L DRDAER (CRBEEMmEFHERiEZIT O 2. FinR
fB(E 53 7% (32-63 %) TdD. RF—(FMmiFEN 8 fil. JEMIFEN 13 HITH
Do IFHEDEE(F 16 B (11-26 H) . mvIMkoE&E(FE 23 H (9-139 H) [
HSN. BiE% 100 HOKSRTIE 20 fihtTE R>—BoiEmzrUz. Bl
% 100 HDEF sa THHBESESET (£ 0% T D . T D 3 HINRERAE. 2% GVHD.
FFARETIHRT U TULD BHEE 1 FORHBEEIET (F 16%. 3FEHREFR(Z84%
THDTz, 16 HIFR 12 (75%) (IFSHELE (CEREDIRMEHUER L. SRERHE
FECH T D=Z2BHE(F. BAERIERT BN BZR(CITRD T EAHIBALTZ,
T, AEFIEZEIE® U COBIFRIENRDAEZ OIS MEHRRBIEDRIA =
SBRICHNT., BIERLEET 24%. MEFE A5%EH/ESNTNS 7>,

& 5(C. BREFFRIENRTAE(C K DRIEEitER & L Tld. European Group for
Blood and Marrow Transplantation (EBMT)(C k2% ies%$tESE 2 #H5RER T,
ERERRMEIE 103 6 (RFME 63 . 2 X% 40 fl2EL) (CHLT. TRILI7
> (10mg/kg). FILFSE>(180mg/sgm). ¥t SEARHRREHUARDEIEE(C
L DBIERIBENRE SN TS 72, FIRPRIEG 55 % T 0. R — (TGS
Y 33 Bl FEMmEREN 70 BT, FPEROLEEE 18 B, MM/IMRODAE(E 22 B
T. 201z <2HTEENESNTND., BHEE 1 FOIFERET(E 16%.
3EFEERRKL 22%. 5 FEREFR(E S51%. 5 FEEFRIE67%THDT.
FHARRT & U TER 55 B L. HLA REEMNFEIF SN TULD, 14 100
HT 69%. #i#E# 1 FT 93%I(CEREDIRMENNERE U < (KFIFHKLTL)
Iz

AFBCHNTIE. 1993 FhH'5 2008 FDORIC, 64 HIDBEBERRHELE (CXf U[E
BIEMmEFHRRBEN I TSN TLD, FlhREE 51 & (BEFE 21-71 ) T
»D. FMNHEALTVWDIEEITE. RIF—I(F HLA —Eumi 37 . HLA ~—
EmnfR 1Bl HLA —B3Emi 11 fl. HLA A —EBEEm#& 10 flTh D . B
HEAY 30 I, FRAHMERHERRFSAEN 24 I, FEFEMBHEN 7 HITH D, BHEATEE
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(S EREIRIRRY 28 {5, SREIFRIER 32 fITH D EBAZE(E 4 HI(6%)(CED.
YFRERDAEER (FFSYE 18 H(FEHE 11-54 H). M/IMROEEZFIENF 31 H(EE
11-287 H)T%» 3. L — R 2B E®D GVHD (& 26 5l (43%) (C. extensive
D8 GVHD (& 21 Hl1(40%)ICEL TV D, BHERLEFET (& 34%., 5 F4EFXR
(F48%CTdh D,

Myeloproliferative Disorder Research Consortium (MPD-RC) 101 (&, 7
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&3 EREEEBSHRMEEORRNRERFRAOATVYUS IS IFT A

FEEF IPSS DIPSS aaDIPSS DIPSS Plus
£EHR>65 % 1 1 1
¥t 9 AR 1 1 2 1
Hb<10g/dL 1 2 2 1
WBC>25,000/uL 1 1 1 1
RIEMEFER= 1% 1 1 2 1
M/J\WR <10 75 1
FRINEREM NI > 2 1
FHRARREA 1

*10% EorERL . i BT
*2 EEERHEE(CRREL. FRMEREAIMICKDIEEE T DAEREEEMm. F/z(ETDHE
*3 EMRR S DWIIETROREBHREE S 1 DHDIWNE2 DD [+8, -7/79-,i(179), -5/59-, 12p-, inv(3), or 11923

rearrangements]

UR O3 A7 &5t

RURD 0 0 0 0
thfg-1 UR D 1 1,2 1,2 1
thRg-2 UR o 2 3,4 3,4 2,3
BURD 23 5,6 25 24
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x4 EEFRRIOT7YST AT AOERFIEFIADER

DX D& IPSS DIPSS DIPSS Plus
R 2 R 3B R e
RIRD 11.3  FHEREY FEEY FEET 15.4 HERT
-1 URD 7.9 4.6 14.2 4.2 6.5 6.6
-2 URD 4.0 2.7 4 2.5 2.9 3.5
BURD 2.3 2.8 1.5 3.7 1.3 2.0

SETF AR OB () (F2IF K D)
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x5 IREERKREERRD JAK2 BHERI (MR 61 KDZE5IA)

JAK?2 FREHA ERPREER FRFIRR
Ruxolitinib COMFORT-1 FCK - ARFBTHGR
(Jakafi, Jakavi) COMFORT-1I

Pacritinib PERSIST- I BEPRSE TN AHEIER
(SB1518) PERSIST-II

Momelotinib BEPRSE IM AHEIER
(GS-0387, CYT387)

INCB039110 BRPRsE I H5KER
BMS-911543 BREREE I/ I AHGHER
LY2784544 BREREE I AHAER
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x6 BEERMELE (O 9 SRBESMEFHSEBDRIE

HREE AEGIE iR BiEENE P I—M  AERE BiEEE 247

(IREEF) fE(&EH]) & B/ FE M BT

Guardiola 55 42 MAC 55 49/6 9% 27% 47%

(1999)76 (4-53)

Deeg 56 43 MAC 56 36/20 5% 32% 58%

(2003)82 (10-66)

Kerbauy 104 49 MAC 95 59/45 10% 34% 61%

(2007)°* (18-70) RIC 9

Patriarca 100 49 MAC 48 82/18 12% 43% 42%

(2008)°? (21-68) RIC 52

Kroger 103 55 RIC 103 33/70 2% 16% 67%

(2009)7 (32-68)

Bacigalulpo 46 51 RIC 46 32/14 n/a 24% 45%

(2010)3 (24-67)

Ballen 289 47 MAC 188/101 Sib 9% Sib18%  Sib 37%

(2010)”7 (18-73) 229 URD URD URD

RIC 60 20% 35% 30%

Stewart 51 MAC 38 MAC 27 33/18 RIC 17% MAC MAC

(2010)% (19-54)  RIC 24 26% 44%
RIC 54 RIC 21% RIC31%
(40-64)

Tagaki 14 58 RIC 14 -/14 7% 29%

(2010)%° (46-72) (CBT)

Robin 147 53 MAC 46 86/61 10% 39% 39%

(2011)%¢ (20-68)  RIC 101

Samuelson 30 65 MAC 3 15/15 10% 13% 45%

(2011)8 (60-78)  RIC 27

Abelsson 92 MAC 46 MAC 40 37/45 14% MAC MAC

(2012)%7 (34-58)  RIC 52 18% 49%
RIC 55 RIC 6%  RIC 59%
(47-63)

Nivison-Smith 57 47 MAC 40 46/11 16% 25% 58%

(2012)%8 (16-71)  RIC 17

RS mIE 64 51 MAC 28 38/21 6% 34% 48%
(21-71)  RIC 32
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