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1. EH
BRERRIEIE (L. BB (CILEIMRE L ZE ST IRBDOIENNTH D [REARBADIR

FMEEIRME & BRERRB(ICHFE T 2 TRMEESIRMEE(CD 1T 5ND.

[RFEMEREIRMEIE (. EMFEHRL NIV TECUCERFREE(CLDEREHRT
EEk & FERIERCRARE N BYE T D BREEIEMEIES TH D, 1BIELTZEXBRE
BN SEESNDIELDYA MO A ERHEMECER L. BREORRIML.
MEFES JIUBE(L. BINEMIC L DER. EMNEm. REM TORBIRIRIL
BROHIR, BRI/ E DRV RERINEIRE 2T 5.

TR EBERRAHIE (STE 4 DIRER(CHFET DN BEERAZAVEIREE. EEZIIE.
AREME I/ ) MRINAE TR E DIMBIRRICHFET D ENBN,

)

2. 7=
1) FREX

BESEBRFHREMIE HEREBRRARESRE (ARNAEKE BOSBE.
INESEE, /INEEE) (F. BARMRFRIBEMERANT >0 — NMEEZITL. 1999
FH SHIRSIXRFE I BRERIEEDORRRFEZTITDO TLVD. 1999 M5 2013 F
D 15 FM(C. 662 PIOFFRAEMNDEFENH DIz, CNIE ALK TOFREER (£
10 BAIC1TAN) EEEBRTDEDIRMETH D,
BAFBEDTR 10 FEEFRAEN (KEFI) OBEEFEAMBIECKDI T2
— MEBEICLD & RIERELK(F 1996 F18 7 Bl 97 4% 10 . 98 A 6 HIT
HD. INSZEELICUEDOMEICH T DRFEEBRERHEEDIEERRE LS 480
AEHESNTND,
2) WFFELFn

40 FAREDFAE (IBHTH CTH D FIEFIHOPIRIE(L 66 K THD. K1 (52
WS DEIRPEEZ R 9. BULth(d 2.00:1 &, BHICE0N,



3. ERERFIR

[RFEMERERMEEDEARIRRE (L. BEEDLEIHRMEL & TN(CH S BRIMNEI
THD, WA (C(IEMAIA. FFRRRE (T4 SAEEMEIAZ 5/ (CERHEE =2 L.
FEMBARE CTRBIAIRIMEK. BIRFEIEDFTR>, [BEffl2. TI—1RECTE
BRI IRIEZ 506 D L S ERERIEEZRE D . BREZFRIRE TS dry tap THDZ
ENEFEALETHD ., BRIERTERDILEIIREENROOSND LEHITE
Do BATIIHDIN. 2 REOERHREIE TR T DHENH D,
1)  BRAIEIR

#) 20%DAEFIE, EEARIEIAZ R EBADHEZ(CHERE NN 980 %DiE
B, ZEREF (CLUF (ORI KIS DERKRIEIRZE L TLD.
(1) EMmieiR

IERD S EREZVL\OLENE. BN, RV EDEMIFIR THD. Zrilk
DFEEDDS 33%ICBHEND.
(2) BEEBAEIR

ERRE (CHE S RESPR R, BRI EDIREMEIRZ 16 %(T5R8D.
(3) HmAEIR

£, ARG EORMERZ 3 %([CFRDD.
(4) KERD. FER. &T

6%([CCNBSDEFIEIREBHD.
2) HIZERE

[RF 4 BRERMEEEDZ I (S BIMREZR 1 (TRT,
(1) >RtHMm

Bl : Hb 10 g/dL Ki@DEMI(L 71%([CR5NSD.

MVIMRERES © [VIMRER 10 F5/uL Kiild 33 %(CR5ND. —73. 12%DAE
BITE50 B/uLUAEE ERUTLS,

RIBMBFIEARE : FRFEZ 87%(C. BEXRIVIMRZE 44%(C. TREIATRINEK
Z 69%(CFRHTUND RIEM(C blast B 1%LA_EHIR T DIEHIE 61%(CH S
Do



(2) ATRsAE

fEfE% 87%I(C. BFREAR%E 69%(C:R8 3.
(3) BREZEFR - £1R

FHZERI (L dry tap THRIZEMNFEAETH DN, BEERNESNDIES
EHD., ERERBATITOREN DD, £RTE. BREZIKNEIS. M4
fHRE (FRHEFERCIEANL ) OIENNE &6 (CERQBRIOIRM L Y>EMEL
RHBEND. HEITT D EEMARRRT TR T D,
(4) ABEAiRE

RERIRE (L. BN dry tap THIEE. FEMZAWTITDS, 85%DIE
BlEDEHENEOND . NP THRIE ULIRFREBHEIRHEED D 5. REBADTA
TIHE T DTz 258 Fldh 104 HI(40 %)ICREADERENBHSN TS L.
del(20g11g13). del(13g12g22). trisomy8 NILEHIEEE (CHOENDEET
HBN. ZENTEDEFID 20%ZE(CHIRT BICT Y. XEMOREHAR
BZBIIENEHD. BRFREECHSNDIRABHRERE (L. EMLMAETARR
T4 I/ MR IMAE (CHEFE T D 2 R IEDOF BRI F BRI ARIEIREF (CH W TEH
SN2 ENS. [RFEMHEEREEDRE S ERAFRITDEFERH . BEEZ
[MAE. ARSI/ MR, BREEREIREFRE EOEFENBUMZRITED
EBhN3.
(5) JAK2 ZE, MPLZR

[RFE B REARAEE DXV EXDAER (. JAK2 cDNA D 1849 HBDIEEN G 1
5T ADEENRHEND 2, COBR(CKD. JAK2 D 617 BEBOT7 =B
(. NUZHBS T T TILTSZABHR(V617F) SN TS, JAK2V617F 2R
(CRD T, JAK2 DIEEIEMHEAEC. EMZMAETS. AR/ MRIMAE. &
M EIREE T SOSEIEEREBEORE CEZICEAS L TR EEX BN
TWB, JAK2 BIFMC (&, FRFEIEBBEIRIEED 5-8%I(C. RO RRIF > (TPO)
DLETH—TeHD MPL DIEEBEI CHEENRDEND ©7,

1R&. JAK2 V617F ZE(F. [RFEMEEBERHEELIMNCEEZMAED 95 %A
b ARREMEIVIMRIMAEDFIFEUCHS5ND. JAK2 V617F ZEZFIT/IRVEN



ZIMAE (2D 5%KiE) DRZSEDIEGCHDDND JAK2 TV 12 DEE
(F. RFEMEBBHRHMEE CEERESIN TR S, MPL OZR (L, AREEMEM/MRID
JED 3-4 %lCHBHIRT D,

JAK2 B FEEDORE(C(E. B DNA S —OI 2 EOMIC. 7ZUIFR
HEE PCRIEREND D, JAK2 E-TFEE=(allele burden)(Z. gz RIR
IIRDZENS., JAK2 BELFEEDREDH TR, = PCR T. BLTFEE
SEFCHEITDZLIE. RBEZHIMIDLELTERTHD. . &AICAD,
JAK2V617F ZR(F. $ED JAK2 )\TOF1T (J\TOFAT 46/1) (C54E
EBICRSNZZENRESNTVD %, DHEICHITBIRETTE. JAK2V617F
ZRZH I DEFEESREERE(E. BEE® JAK2V617F ZEZH TR
FEBI S LB L C. JAK2 /)\T'O59 17 46/1 #BIDEEN S (AvXth, &
NN 4.4,1.7) cEpmEanTnd o,

(6) CALR(calreticulin)Z2

[RFEMBEREIRMEED 35%(CERZRDD. JAK2 ZBE E(FHHMBEITH D . JAK2
ZEEMHICIRED & 88 EBR(CEEMNFIET D. CALR ZR(Z. SHEEIEME
fEE T3 ET D 25%(CEHFSNBH. PV TOIRE (IR, CALR (FE(C/ME
KICFEL. Ca DIEEEH. BRI IZEHEEERDOUIE, HifgiRaRE(IC
E5LTWVS 12,

(7) EOMDELTFER
a) TET2

RFMEBBEIRIEED 17%I(C TET2 ZE%RHD 1, TET2 (C(F. /REOYD
T3 TET1 &EHK(C 5-methylcytosine Z 5-hydroxymethylcytosine (CZ#a
IIEREEN DD . BIzFFHIR%E epigenetic (CHAET L TWLWB EHETEINTLY
% 151, ZRICKDEFEAEDFIT TET2 BHD C KDXEHELTHD.
TET2 DHEENTEEIND EEX SN TNDB.TET2 BRI BEMSIMAED 16%.
AREME I/ IMRIMAED 5%. B4 EFEEEKE R MR- SR A IREFDH) 20%
REICEHBND.

C-CBL



INBEBREBRKERMARD 17%. EBHESHEKERIRD 11%Y (CH5NSD
C-CBL DER(F, RFEMEBSEHRHEED 6%DAEAICERHSD %, C-CBL (& E3
ubiquitin ligase THD. Yo hHA>LETH—E2IEFF AL, RTEED
EHZ{EET D EED C-CBL (I AMFIRF & U TOMEEZRB L TLV\D.CBL
NERITDECOMENEESND CAF(C. ERE CBL (351 b1 >ADRIG
METIESE 3. mENMEE > TRECHAS I EEZ5NTVS 2,

b) ASXL1

IDEBICH T DHIRETTIEZHDEDD, [EFMEBHERHEAE 11 FIh 3 FI(C
ASXL1 DEBRNMRESN TS ?°, ASXL1 (F Enhancer of trithorax and
Polycomb gene family (CB I 3ELFCTHD. LF /A EIEHRENTUI
S &IHET S 2, ASXLI DER(L. ABREM/IMRIGE 35 6t 14l S8
IBJEEREE N SRMEBREEB MR AN\SEERE Uz 63 IR 12 fI(19%). &l
EFREIRRED 11%. @MEEKMERINRD 43%(CH5ND.

c) EZH2

IDEBICH T DR TIEHDEDD, [FFMEFHERHELE 30 FI4 4 f51(13%)
(. EZH2 DER%ERDHD %%, EZH2 (. EXARAFILNS >R TS5
T3 polycomb repressive complex2 (PRC2)D5EMHALH T 1w b THD
2, EZH2 ODER(, BHEBHEKEEIRD 13%. BERFRIEIREED 6%
(CHERDD,

d) IDH1/IDH2 T2OY > 4

W CRA5 I 2B RZ 11— RIDELFCT. TDERECKD. au hMIILE
JUEEMS 2-hydroxyglutarate ANDEEHMEE =N, #ERBIHPEEZE NS, 2008
E(CTUA—TICHBNTIEUSHT IDH1 ZENRE SN 2, MREE T
BRI RE > B HEIE RS N S S BB B IR (CF81T U TSRERI TR
HENDH, BEHRHEAE T (3 4%F2E SARHSERE (MR < . TORNEEETHA
THDo
e) LNK

BFARL LNK (&, JAK/STAT BREOEH tZR(ICHELTED. TOZEREICK



D C. STAT FRIBOBREUENFEND . FHREE CEVMPITERNMRES
ncTns ¥,
f)y DNMT3

DNMT(DNA methyltransferase)(d. DNA OXF )AL= HIH T DEEZRE 1 —
RLUTLD, DNMT3 OZREF, SUEEEEHERIMRD 22.1% & LIS HEE (C
RHBEND S, BERMAE(CRMEZEED)CHEND. BROIEE (G 15%2E
T. LEBMZOHEEEE 2,

a. Bl
1) 2

BRI BIIRME L. BIICHV TEICERIR & BRIRR AR MEN T 5B
EIBILIEE T 3. TOMMBIRE. BROMREEERNLTL3E00.
MIRHEDIBERVD, o & LTET <ENTHS (MR TH3. &
1793 & BESCSV TERRMIPRIE. 05— REDEE. BROE (B
B{E) PEUS HRHE] 0. FMMADBEIER, FREROLR (7S
BRE). FFRMIE (BBSNSIN) 73 EDRMBBPIRERY £33,

#) 20%DBEFBUH IR TS 0. RERBUTE, MORBOTRH(CER
WRES2 U E e SHERENZMIE. B, AMKES, mIRE,
EFREFERIE LDH OIBINA', BRI BRMHEEDBIRORE 723,

HIHBARAE ©° 0 5 — 2 ARMEDIBEEZ AT [RHRHER | DBBEILBIR T
0. WFIPER TR S ERBAMBIIL TS, BRI, “BORI"
BRI EIHEN B REBHONNAHER T B BKDEHIR BB IR
RIEL, $HERHBCEEHD.

TS B L BEADHEIBIRE. 05— ARMONE. BELIELS (1R
HEHB) £120, RFEHEBBHIRMIED(T & A CORRIE, CORMICES TEL®

BUIEND, LEBER. WIREE, AERL. RRIET. #E HmEes
EDORBEROEREH D, FEMRE T, Bl MIVBHL . FHMADE

\\\



BEZFEK. 7REFEk. CD34 [Fi4HRDHIR,. miE LDH O LFRENELD. B+
EMICK D, Ea DIREDEIENF 90%(C. FFHEANH 50%DEE (CRDHS
Nd. LEUEMEERD. BRFRR (. MffREERE OS5 - ARMOEEN
EZRTH D . BRISEMIEKTF U TUVDEMI T IIERIROZREEENBII D, K5
D OERE IR/ ED D VN E DS — 5T 2 #RME. RERBICEIESN TV D, 2
AREE (I 30%([CHBSNDH . RRMEBBEIRHEE T (& Ph 22183 B\ BCR-
ABL (HB5H20\,

FREOERIE L (F. RIAEPMBOERR (CHWRIGECELDZENH DT, 2R
HDOERRHEIEZ IR T dWENGD D, JAK2 > MPL ODEEDEFEFEIO—F
JUSSEMARMEIEL TS EZBIRL THE D .. RIGEDOEREIRHEL (2 X4
DEBHEHEE) SRR BEHEHEEDER (CBRATH 3. LU, JAK2 x> MPL
DEE(IEFRMEERERME (CHHEN TR, BULK EFiEiE4ES (CoES
NZEMSMIEPAREIIRINECEBRINB T E(CEENVETHD.
T FREEBRME DRI F LD T(EJAK2 > MPL DEE (IR ENT .
ZDHZE. 2REOERHRECZEZIZUD DIEREBEZRINU CTER T DHEND
B

WHO DZME#EAER 2 (TR %, KIEB 3 DIRTE. 4 DONEEDS
5 2 D7zimfc UTz & S (CIRFEMESBRIRHEE S 3219 B,

2) SERIZEA

EREENSDD. TNICRISU TR MECETREENHDSNDEDNH D,
INS5Z IR EBRIRIEE & K. BERRREBOARFITOIEE (L, 1. SHEREK
TEIREF 31%, 2. AREMIN/IMRINAE 15%, 3. EMZMAE 12%, 4. B4 E6E
MEEME 10%, 5. 2EBREMENMK 8%, 6. &MU >/ (BIMK 6%, 7. Bk
> B 5%, 8. & 4% DIETHD. 87%FMBERBICHEV. BRHAET
SHBE. 2 REBBEHFEHEED 91%(SBMHEEICE> TS 3L,

SAE(FIHREDD. AN77U—)LBEIMA. LFERIEESEE. 54 EHREEM
fiE. WFESEKIENNAE. RFEMHER. XR—>1 v MR, 8 RIREER. BEE>X
NOZJ«—. E¥=> D XZJE. Gray platelet fiElzE%. £BMHTUFTIM—F



R EEMEETHEREE. MU DA AFTY A RgES. BEHRBE. X2t
BREEIR /L E(C KD TR BREIRHEEEDIREN' D D .

5. Fi&
1) %

1999-2013 FEDARIPTOIFIRFIE 623 HIOMIFT T, 3 FELEFE 57%. 4
FHIRITRMEL 3.8 £THD (K2). IJSRLDIMESNEZ 1962 Eh5S
1992 fE(CEMrENIZ 195 BRI 32 DFIEEFRR 42 B & FERASRTF
% THD. KIPTOIAREEL, BRE 13%. Hill 6%. BIFL 14%TdH
=
2) FHRF. URINEE

BRI BB DERFRRB O R (3 — TR <, FEARICLB/\S Y+
RSV, [FRMESERHRHEED TR ZTINE T DIRENEAREAG. HEFR THIZS
NTUVVRLY, EMEHRIEAE (LM — DARRAREA TlEH 3 EDD. AREBIE
CEXREEL. ELZ DEFICHEWTHRIERERT., REBFRAEZEZRL. BFEA
HERETDNEN DD ZDfEs. B2 DEFDYRIEF =S 2 FETF
BMEFILINETHD. TNET. EBEROTFEEFEBHEDETZFEITES X
FLANERSN, MEAPENRSN TSz, REXTICHRESN TV BIRENLE
PR IAATUSIS AT LERIICRT .

a) Lille %8

TS5 > A®M Dupriez 5(CLDIRESNTE Lille DFEH, TNHETHFHITLL
BLSNTER 3, 1962 £h'5 1992 FE(CBEiSN/E 195 HIDEHFT(E. 60
A L. FFiEXR. AERA . Hb KB, BmEKEUEMNET (/L. KRB blast
DM, B MIMRIEENFEAREFTH >/, Hb 10 g/dL KiE. WBC
4000 KifEE/z(E 30,000 BOWIFNEG T BEE (high risk). 1 DDHET D
2% (intermediate risk). 1 DEBEERVEE (low risk) D 3B CHDITD E. EFF
HARIPIRME(L 13 4 8. 26 #B. 93 4B Th ol
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b) IPSS

2009 £ (C International Working Group for Myelofibrosis Research and
Treatment(IWG-MRT) " 5 ¥ #% X I 7 U > 4 = X 5 /A (International
Prognostic Scoring System for PMF; IPSS)AMgEXR =N/ 34, IPSS (CHITD
TRABHAF(E. 65 MU L. I SRR (10% EDOEKERS . FE,
ZF). Hb<10 g/dL. BMmEkE> 25,000/uL. FRIBMDZFEK=1%D 5 IEET
»dD. FTEARRFOHEN 0E. 11E. 2@, 3EUEDZEDOEFHRMPIYE
(. ENEN11.34FE, 794, 4.0F. 2.3FTHD.
c) DIPSS/DIPSSplus

2010 FF(CA U <K IWG-MRT 5. IPSS DF#&RAF7&. REMKEFHEDEE &
LTIV I\ = RICEX D TREBZZX DI E(CK DT, B IZIrTral,
ERARRBR O EFERFRACRRESED I LN T LBt ¥, 2EREE
W E LTz Dynamic IPSS(DIPSS) &. 65 mkimdDIHZEIKR E LTc age-
adjusted DIPSS (aaDIPSS) h4BIBE=11TL\D, DIPSS Tl&. EREKRIZBTDFHT
2R ROWHEIRICH D T, FROZICEHEA TS, WBOEIT(ICHETTEES
FHORECIRIID, &<IC. FABESMFFHERBPEEICLE/ED 65 &Rim T,
aaDIPSS (FABBICDHIICERTH D, =5I(C 2011 F(C. DIPSS (C. M/
R 10 BT, FRARREAR (B ES DV (HHENNDOREAREEZ 1 Db
Z2WE2DED [+8, -7/7q9-, i(17q), -5/50-, 12p-, inv(3), or 11923
rearrangements]). #MMAF (BEEERHEE(CEEL. FRINEkENIMNZE 3 DAEIR
&M, F/Z(ET0BHE) ZkU Tz DIPSSplus HMEIg =M/ *°. DIPSSplus
H. ZMFDH TR, FBBEPTEELFIEETH D, HiE. REBL<AWNSNT
WD FRFRAETILT, EmEFleBEDEILZEZ R T DRICERTH .
d) BITHRBE ' X U8

2009 £F(C MD 77> =Y AT F—5, F@EP(CAFEIR S REN
12 7 ARG E/RDISA—FEUT, MVIMRER 5 F5/uL Kid. RAHIMD D L\(E
BRIDIFER 10%RE. 17 BEREARORED 3 DMtEEENTNS ¥, 2D 3
DOWVWINN 1 DTEERUZIBE. TOROEFHABIFIVER 12 s ALER
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R T#17Hl (accelerated phase) EEHESNTULND, —F. Mayo U w7
"5 BURXRITREAFELT, —REBAHARKELEARE (monosomal
karyotype). Inv(3)/i(17q)EE. kD 2 DUt (ZFEk> 9%. BMmEkEi=4 .
FEAREENR) MR ENTED. WINH 1 DNHIRULIZIHS. 2 FRTER
80%ULU Lk EMBRSD TFEART. BEUXUEE (very high risk category) &7F
EINTnd. %,
e) REAEE

KIBCH TR TG REAREOEREG. DAREUTEFRICEEZSX
R TZ2U. 139-& 20q-BISNOREERREN HDHBEF. [ERRELDES]
1°139-33\d 20q-DHDREARFEEZE I DIEH CLERTTFERARTH D,
17 BREARREZE I DEHNE. FTEARTHDICENRESNTND Y. K
FOREFIDIRET TIE, 17 FREAREZE T DMELFTEARD 1.7%(SBE 720N
. CORBREEZRTIRMES [CRNTAEFHRRBPRENERICHE .
f) AFBOREFNCH T DFETAESTILOEIL

FEODEZIURODFEZRANT 1999 LU 2012 F£FE TICRIMAE (CRBAERR
U TWBAFDRFEMEEERMEED TR ZZIIT D X IR FZRNWTOEY
s Y 3DKDICIRD. IPSS. DIPSS Tl ETFHARIPIREN 10 £ ED
R X DBHIHETIRE TH DN, SMmEFHReREDBEILZE R I /-2 UX
DEEDERE N EEE T D, DIPSSplus Tld, -1 URTEEE -2 URD
BODEMNAIEETH D, R TARIBICHSVWTEZRIFO TR T AT (&,
DIPSSplus DBEIGHEREXINEBOND (F4. ”3), F/z. LiRD, BITHA.
HBE X ORHCZE T DAEFOEFIABPIUEL. ZNEN.1.3F.1.2FT.
FEAREDERNBIEETH D (K 4). £/e. BiTHAZ I 95 dynamic model
EAFBDEBECELSEERL., HIEZE, BBP EEICTFRAIRBEDOBERMENBIEE
TH»d(E5),

6. &
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1) a&rogt

[RFEBRERMEEED TR 2 iE I DIFENESRE(S IR CTHEIZSNTULE
U\ ISMEFHERETSAE (XM —DiamrY/aRE TlEd D EDD. TDBEICIZHERS
BCEATDRAERIET > AFFELTUVR, IERORIEREZEZERXDE. S
BHEEMFHEHE & EYEE, FEFREADLLEERERT, 1S MEHHASHEDERD,
B RBIRAYRDAR & IR BNERD LB R SN D T LFE RS L,
&l 7 DIEBNCHWTCTRAEREFE T, REIFRIGEZZER L. BB LT (THHEL
IRSIBEARHZERD TN ZEICTRD. TR 3 DVITNHDYUXTHBHACHL)
THR-2 URTEE SYRTECHE L, BUYR R —DFETDIHSICE.
Z TR RR D FES MEHRBEZ SRR (OaRICHIED. RYX TR CHIER
IO IEBE. BEEEEN VR BIERBEERIF CHDEFERSNDIEOD., K
U R DB IAFEREDH COERMOAEFENERF CE DI, [wait and watch|
DAFHMNEFLUL (M6). BRBERRP(CHEITH - BEYXTECHE T8
FRIEEDIEBZ RIR T DSAMENMESNITIBEIC(E. FICEFEDLRE(REMEH
fmRRsEE EE TS 9,

[FFEBBHRMEE (CHDBMmICH L TE. L RV DO>(0.5-1.0mg/kg/
B)YPEARIEILESRAVNSNS, Fiz. BAZEOYU RYA RETL R
—VO>EDOHAT. 5 REMNBNE, LF U RYA RESTEMDEREN
HFTEs. BEN<, MKF T/RVEMCHUTE. TUXORAIF
> B OBME R R I RSB D (RRER ),

[RFEEESREIRMEE C (X, BRR. HRERY. FEH. BFRELVOTTERIE
WHEN. BED QOLICEULLETEED. INS(F. mikEd, RERE(C
KdEE, EHYA A >DOLERRELCLOTELSTNTVDIEERS
Nd. BAZEDOR0O R\ ROFZTL 72 EDRENMNEHAF DD,
WINEHREZ LV CDORDREEMEIR. QOL MFHM(C (. EORTC
QLQ-30 ¥, FACT-Lym X177, the modified Myelofibrosis Symptom
Assessment Form(MFSAF)2 ERALSNS 24,

ARRE (CE DIERTR EDIEIRNYE LLBE(E /\ 1 ROFZIL 705217\,
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RN ZRED SR & E (FHRE IR ZIT D, 12/Z U IR (CAEDTETR
(3 9% BV LICBEINRETTH B,

JAK2 PREF(E, B0 — > OFBRREL . HERESLEIRVEDD, #RiH
fiE (CHES BEAEIR. BIEREDWEDIRET T B,

REBICHNWT, BEZEE U CHIEAEUAREA(C (E. MMmEE. BARMER
IVEZ . )\A ROF2DL 7. EiEiEs. RS, EEESmEHtlZiEnd 3.
HURYA R LFURYA RICKBEEL. EEROMEEEADERREET.
FEHRIDBEAMANVE THD. B REMEFHRZIE. ERARATT & U TOMT
MEFELLY
2) EYEE
(1) EEE{ERILE>

Cervantes 5 (ST E/Z(E Hb 10g/dL LUTF DIRF M S RERRHETE 30 4!
(Cx LY FY—ILGR>Y—IL) 600 mg/BZ#&%5 L. 30 FlF 8 HITIE Hb L
ARILBEESRE U, oD 36l Hb 1.5 g/dL U ED LR ERHI= EREL TS
o, AITEAFTYV-ILTIHRL, BHEXFT /0> (TUERSY) BELSN
BDTENLZN, TUEBRS KRS 39 HIDSE 17 Hl(43%)(C. NEFOE>
1.5 g/dL LED EFHFHSNTND. BDDEMIMMKEFE TH oz 25 Fith 8
Bl(32%) (&, EMmIEREFES R TZ
(2) JLrzZvOo>

[ERMEERERMEE (CAEDEMIC LT, O L R=ZVYO> 0.5-1mg/kg/H
MEREND, AERIGE. 1-4 AT, £20% CEMDENRNHS5ND

48

o

(3) /\A rOF>DL7

RERE (O S RREPRZmRL. ISR/ EDIEIANEWSEE (LR, /\ o ROFSTL 7
DESEMTOND . BERIRE (L 1000mg/BNER LS. 1 40%DEET
fEt+ XDfE MBS NS 1920 Mayo UU Zw U DBS RN T (&, Z£ihE
ST 10cm LU EDREIET, 25%LL ED#E/) Ve 35%DFE(C. 50% L Lo/
M 17%DBE(CRDH SN TND, JAK2 ZRE R JEFITIE. THHEEFE 10%U
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T EEM DTz, ERBEEBREBEHINGITHS . /\/ ROF>IL7(F. &M
Bgmnye ki 21> bO—)LICERALGNSD,
(4) IMiDs

FRIGRARERBREMBINENDI T RYA REZTDOFERE. [REEESBEIRMEE(C
S mEKEN B THD. YU R R 50 mg & 0.5 mg/kg DT L RZY
O> OHRICEKD . HE_EDREFICHVTEM. M/IMRRIMENSZET S °,
FRAEESERE. B, RMEHEES. EThdD. YU RYA RN TNF-

- OIFEIERAYY 10 B D7) RY 1 RIC(E. BMOED 22%I(C. g
FEDIEN 33%IC. M/MRRAMEDREN 50%(C3BHSND 2, 5. #
OB U RYA REBEEARTHDIMIYU RYA RO 11 HRBRBITHONTED.
MRNYYURY R 0.5 mg/B+PSL #&5(CKD. 22 fidh 8 I(36%)(CE MDY
ENHBND >3, JL— R 3 LU EOIFHRERBN 5%I(C. M/IMREAH 9%I(C
HIRLTWLWD,

a. BURYA R

2001 FFTICIRESNIZEBDRDBEZMNRE U 6 FDETFE
HdE. B5tT 77 BIDIRFEIEEBEIRHEERE(C 100 mg NSHIEL T 800
mg XTHYJ RIA RSN TS >, BMICBEALTIE 12 %D, M/
HRAMCEA U T 36%DERMNERDHSNE D .. IBREDENH SN D[S
dolz. 2. 1%55E 3 n BROESAT. BIFFADIZS ROV I 7o MU
BN 43%(CRENTH D, G SH B GE/MER (FHEER(C TSR, BU
R RFRFEEEBEIRMEE (CXT U DIZEDMRNMNBOSNDIEDD, &EF
S TEINRDDEIGDEENEWERDIZOMGHRSEE# TH D . KIZFHIEH
Z &L —EBORERIT (FEEEEIEVERN R ST,

ZCZT. 50 mg @ thalidomide & 0.5 mg/kg @D PSL A EWDSA=
thalidomide EEED#EN 21 FlORFMESHIRHETRE CRET SN L. 185
Mg 3 o AROBEREZR(E 5% &K<, thalidomide50m g (FAEF> DAESHI
THEHR SN A TH D C & FHIZEDEE (CEM. I/I\WRIRIMEDRENH
BNB T EMNRESNIZ. UL RSN TULS PSL FRIER(CIEIRDEREN
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HERITDHNGBDZENS. U RYA REHOMEDIRIENLERINTLVZ,
2004 FE(CABFVT ETSOADIIL—TH5, 18 mh'S 80 mET (Filp
B 68 %) D 63 FIDERFEMESEHIRMEERE (CXTDTU R ROZEN R
HENZ >, BU R KA 50 mg/BH 55N, AZ E(CRA 400mg &
TEEEINE, FOEFEET 100mg/BELEDOT Y RY 1 ROIESMNEIEETH
DIzt 50mg DS EHRGE R EE/RERES 25%FE UTT. /ARG 6 4 HDR
M CORER(E51%THD. ZDEBAEIH Y R ROMENZRH SRS
ETERL . 2ERIERADIZTH DTz, 4 BRI ETY R4 RAARMNE]EET
BOTZRED 22% TEMNNEL. MIMKFERED 39%N#MMEnEE L
1x<IEoTC. B RYA R#5HEIIC 10 B/uL KiamD /MR z2 R UTEEBED
22% TIVIMREND 5 B/UL A ED EFZRUTED. LETU KA REED
ZEMEBENRESNIZ. CORSZEHT. YU R 1 ROo—BiIR5E%=
BIMURSTC KD & 3 AU LGRS M aIER/MERI(E 55-76%F2E T
3 > B R A RIBEIC K DBMMIFMRTE S 2B EE(E 39%~57%TH 0.
M/ MROBIIN R SNDIEBEH D . JAEDI#REEE LD RS (. RIEHEIES
WEREEIRDIZSH. T RY A R ERREIES(50mg/B)EHXELVTH
3D, AT70O04 RMBDZEIEICEA U TIFSERDIRETZRE Ch D

AFTHU RYA RHAMES NIz 10 HIORET TE. B SDIRE E(F(F
BRSO ENRMNEBH SN TS,
b. LFYURYA R

68 BIDHRHEIE (RFEIE BT BEHRIEE 51 FILASNC . BEMZ IMAEN SHRHEE(CFR1T
U7z 7 Bl AREME I/ MRIMAE D SERHERE (CFBITUTZ 10 Bl 2 IR EBEHRHEE
BED)ICWITDLFY RN REFIDSE 2 tHERERDOERN. Mayo VU Zw D
& M.D.Anderson AT —MSIRESN TS 2, 2 RN SOREE =
EHDE BIMDRETE 22%(C. BEREDHE/INSE 33%I(C. M/\MRZEIDIENE 50%
(CERHBNTWND. NETOEABNIERIL UITRERFIE 8 HI. BREDERIMEILH
iE UERIE 2 B THD. BESRIGEMINEINFEREDTEH D, tFPHEK
PN 41%., /MR 31%(CHENTLND, FJL— R 3 D EDiFHhEkig
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(F 31%. MVIMBIRAME 19%(CE U TS, FFMBRFNRBESREL T, B2
B 25%. T2, BENEBIC 30%IE< ICHENTLBN, EEREDIFR
A

LU RYA RERSTOA ROHBEESE 2 1BBROFERE. MD 724 —
VIHALI A —BIRESN TS 5, WR(E BE234. 174 &
5t 40 ROIRFEEEBEIRMEE Cdo D . Sl PIME(L 62 % (EEFE 41-86 %) Tdh D
foo M/IMRESHY 10 /UL KiEmdDizE 5 mg/HD. 10 B/uL U EDBEE 10
mg/BDLFU RY R%E, 21 BEIRS. 7 BEAED 28 B% 1 Y1 U)L&
L. 5t 6 1 OILDESHITHONIZ. PSL (& 5 1 H-12)L& 30 mg/H. %
21 0)LIE15mg/H. 3817 2)LIE15mg/H. lREHTIKRS SN, 4
B LB L. X0 ROFABIIITONTLR,

FREZEARITPOME 22 4 A (&6H 6-27 - A)DEFAT. 40 Hlsh 12 f5I(30%) (S5
RENHFENTND, AEMIGE 4 4 AR TOMBEMNEE 23%. 12 v AR
TlE30%TH D7z, Hb<10g/dL HBL\E. BWMKFHETH /= 232F 7%
(30%)(C Hb M EFM. AEZFRITIC 5 cm LU EDIEEZERSHT 24 25 10 &
(42%) [CBBEDWENHSNTND. LT U RIA REIFTOA ROHBEL
FtARTC. 2 BAANFPERAMNEZ. 6 BHNM/IMRIBAMEZZ U CTULVEHY. tFdEk
M/ MREIDELE (FFRH S TULVRL, AENDEEMRZE UIC 12 FIH,
2436 78, 9 r ADRRTHREMNRZHKRUIZH. KDD 10 HITIEEER
ENERR L TS (BREHEARIHOUE 18 4 A, &EF 3.5-24 4 A).

BEER(E. JL—R 1-2 0BM@EFEFRE(C. JL—R 3-4 oBmH 17
Z(42%)ICHENTND, FL— R 3-4 OIFREREANE 23 %(58%)(C. M/
MRS 5 % (13%)(C. M/ IMREENNEE 11 Z(27%)(CHE U TULV ., EmFRU4t
DBEESBRELTE.TL— R 3-4 DTHIN 6 AIC KN 2 ACECTULD,

ZDED, ECOG [LLBLFU RIYA RERFTOA ROHAEEDSS 2 185
B2(E4903)Tl&. 10mg/HDARI U R+ REBAEDT L RV O HER
&Nz, BMOREN 19%I(C. BEDNEN 10%(CRHSNTNDIMN, JL—
R 3 LI EDIMES M 88%(C3RHSN TS 7,
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U EDXS(C. BEMDRENREHSNDEDD, FFHERRL . /MR DY
EHEROSND, LY R ROMRE. BREERLZRIEIREF C (L. 59 KK
HIRFARFTTHD . BEEBREZEEIDE BREATE LFURIAR
TS RREBBHRHHE LBV TE. 5q REEH T DAEMICHERE TN S 104101,
(5) JAK2 BHEHI

RFIEBBIRHEEDRI LT JAK2 OBGEFERMNMFEL 22, JAK2 HER
HITEMEET DT ENTNSDERBOREDOFRLTHD. TDIzE. EE JAK2
ZH 9 DIRFEMEERERMIE(CXT 95 JAK2 PHERIOMR (CHRIFMNEFT > TLVD,

ERERERER DM T TS JAK2 FRERI(E. LWINE/NDFEEWTH D ATP
ZRRa(CEEITDEICKID. BR JAK2 =R UITHlgtk BB RO
RRIBTEZHIH 9 2. R JAK2 ZFIR 9 2 Ba/F3 iz tE Lz SCID ¥ X,
L bODAILAZAWNWTER JAK2 ZB ALY OBt ZBZELZL >
EI>MORERIARFER NSO AT ZYOXY DR, BHEEIEMLEE S
ERAREBEUTZREAEN DR R EZRAVWREI T, BlEDE. L7
DIERIFEMRHFENTND, IRIEXTORERIMERDIRE (CKD & JAK2 FREA]
(CKDFEH £BERR. AERL . BEENEDE T2 EDERRAEIATIEIE (SiiE
IDEDD., ERIAK2 FIEMROESDER/ZFIDIHERITIRE SN TR,
ZDRED—D(E IHMESN TS JAK2 FRERIT ATP Zii SHE I D728 (C,
ZE JAK2 OiFEMEZIIH T DD EEERIC, FFER JAK2 OEMEBINEI 5726 T
5D JAK2 (FEMICRERFFT—TETH D, ZR IAK2 DiFHZTE(CH]
HIOJREIREFIE (. [EEEMZEREIFCHIHE T2 2 EAFESN. RSN
BHEENTORSE(E. R JAK2 OFITEZTE(CHIXBICIEIRTDTHBHE
REMENEUV. 2 DEHDEREUT. REEERERMEEDFRA. RROAZMKI(C.
JAK2 DERLDIMC TET2 Z2(F U & T DEBDBICFEENES LTI END
[Fonsd., 20F U+« —DEREIC JAK2 SOBIGFEEDESNARE G
A IRICER JIAK2 OEMENTE(ICHEETEST L UTE, EREDOBIEFES
nRnEFBEN3.

JAK2 BHERIN RFEEERRMED L TR ZINEIT DMCELTIE SRD
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FETHD,

JAK2 PFHEHI(E. BRKTELCAGR =11 TLVS ruxolitinib dAt(C. pacritinib.
momelotinib /& & TERAREE MAHGKER DM THONTH D 2013 FEKEMBRF ST,
TORBRN—EPRESNTND (R5) . TINS5, JAK2 BEERFLINEHE
EDOWEDRNAHSNDN BMDRE, BEEROTOT 7 AILIFEFER
DTHD. BERMBROFRIEERNFIND,

a. Ruxolitinib (INCB018424)

[RFEMEREIRMEE. EMZMAE. AR MM/ \MRIMIAE (CHFE I D EREIRIEIED
153 BIHVEE 1/ 2 HEERBRICEIREN. 14.7 » AU EBRENZ, 115 fIHVeE
MEPTHO. 76 HI(F 1 FELLERRETLTVS 3, 153 HlFEE E(CHNT,
SEERR. EEANRE. BERMIEOBREMERNHELTHD. BEDHNES
HENTUD, CNSODEENRIE. JAK2 ZEBHEBIDHIRST . FEIHEDREH]
(CEHBNTND. EFUTWZMEOREET 1 -1 > A JAK2 EERID
BEICIDETURTUTWEIURORIF> ., LTFNAERULTWVS,
FIBMIFHERKDZEE JAK2 DEIE(JAK2 D allele burden) (. 1 &£ T 11%.
2 £ T 18% AL LTWLWBH, BTV, MESME(FIVIMGRAME BT
HD. JL—R 3, 4 DIVIMERAMEND 20%(C. FHITRBIMDHIRN 23%(Cd+
5NTWVD, AEHIREMSFENENRIVIMRERL TH D . CHUSIIRED DU E—
RN PRI CEE U T\ D, FRMREMEE. TH. £BERR BERRET
HDM. WINEEMTH DIz, SBETUIE 22%(CHBN. MRS 2%, IF
MRS 2%. EEDIER 6%. HEEHDVIFBEDYIRT 12%7REDEHT
»DdD. BlEHWTERKRSE 3 BN, KE(COMFORT-1 HER) & BRI
(COMFORT-2 &) CThEf T, 55 1/2 HABROBERZEM T DRERM|MRES
NTLS P, JWRIFVINE. REUESEHEHE. BEMESMAE. ARRMEI/IMR
MAEN SHeFE U Iz BRRIEAE C. PSS THIM-2 UX I k. BEAE S5cm ML ED
FEIT. COMFORT-1 TIl&. 309 fIAY ruxolitinib & TS z/REFICEIT.
COMFORT-2 Tl&. 219 A ruxolitinib & & &R EDAE (best available
therapy; BAT)I(CEIDfIIFoNz. ¥ERSE(FMM/IMREICELD 15mgBID ©
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L<(&20mgBID T. FETI > RRA1 > b 24 BEFR(COMFORT-1)E UL <
(X 48 1BIFR(COMFORT-2) THEEEN' 35% U LR UIZREDEIG. &R
T> RRA> MME BEERDOFEHE. £EEIRONE, £2EFRETH O,
COMFORT-1 T(&. ruxolitinib B T(& 41.9% M FET> KRR > MEER U
DI LT, O ~O—J)LEFHE 0.7% (p<0.001)Th Dz, IRDISSNIIE
BID 67%I(F 48 BERFRTHERRMNMFR L TULVZ. AFEIRATJ7(MFSAF)T 50%
B EDeiE=FZBOITIERIE. ruxolitinib 8% 45.9%. J> bO—JLA¥ 5.3%TH
DTz, BB OME 51 BRI TOIETZ(Z ruxolitinib 8% 8.4%. > ~O—
JLB¥ 15.6% CAEFHARIOBRIRERZRH TS (p=0.04), :aBExNR(F JAK2
ZEODBH|(CKDT . F/z. ruxolitinib (CKBDEREIO— > DHIFEIZIREEF EA
OB DI, JBEDPLLE - FEFmAFEE 10%IEETH D, mEFCE
(FHONTULIRN . ERBEESER(E. Bl & M/IMRIRS T Bl L DEMMmsaE
(& ruxolitinib B¥ CZ <FBH DN TULND, TDRE. FHEBARIFIMEN 2 FRAT
DIBINEREN/RENTULD MY, 155 D ruxolitinib 25D S5 100 FIHVEEE ST
RTHO. 96 BRI R CTOREFEHBDEE 34.9%. QOL LEEHFRDWME
(p=0.03) BHEIF=NTLVE ¥, BN TITHN T COMFORT-2 T (.
ruxolitinib ¥ T 28.5% M EET > RiR1 > hEER LIZDIC LT, I> b
O—J)LE%(E 0% (p<0.001)THh o/, ERRHAMPIUE 12 4 AR TEINRD
HSNTZ 80%DIEFI THRODIFHHENHS5N TS **. COMOFORT-1 FEAR(C.
ruxolitinib B¥ Cld. B&ET. RIR. R EDIEIRDEE. QOL DLE
RHSNTND. EREEERE. BMmEVIMWEELD TH oz *°. COMFORT-
2 Tld ZETIE. HREAEHPHRE 61.1 5BKFA T, ruxolitinib 8 4%. J> bO
—JLE¥ 5% &, MXIEDRIRTIFEFR(ICHRIREEHSNTULRLNY,
2012 £ ASH TIRESNITEMRAR C(d. SRRREHIME 102 BICHITD
ruxolitinib 58D F&(E. J> bO—J)LEF(CLEN HR 0.58(95%=SFAX [
0.36-0.95; p=0.028) & RIF CTHo 1=
b. CEP-701 (Lestautinib)
FLT3 PEEHI & U THEMMTHONTEZ CEP-701 (&, JAK2 OFF—TEMESE
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BBET D, TDzsH. JAK2 ZEFZEDFEFEIEEBEIRMEE. S RIUEMNZMIE.
ARSI/ IMRINEE (CS| EHWVTE Ure 2 RIEESBERMEEZ XSR(CES 11 AHEERN
TNz, 22 Bith 6 BISABENRAHFSNTHD. 3 FlEMENRE. 2 FE
MIMARFIENSDRRAD. 1 Fl(EEFPEk, M/VvREL. BERENSE U TC. BRiDMRHE
{EDERE FERR SN TLVRL . REMIFFERKDOZR JAK2 DRSO EH5
NTULVRW,. MRBELUSNDERBESRIE TR THD. 68%DAEHFICHIRL
TW3., JL—R 3. 4 DTFHE 9%DEFICHSNZ

3) PEfEdEL . AETHRER ST

AERE (CAEDIERIR EDIEIR(CX U TR, F£9/\ 1 ROFS I L 7HEREN D,
J\A ROFZILPRIGEDEF T, S RUE>. XILITF7S5>. TALIT 7
ICKDBENEBBNIEEVNDRENDS 0P, 12454 —-—TJx0> a lF WHE
HEMME<. REBRENTHS 07,

FEANDOMEHRIRS (F. BERECHDIIERZHEED. BEIEL LU TE. 0.1-
0.5Gy & 5-10 DEI TR SN TLIIRENZS LN, TOWRIF 3-6 v B E—
BETHD 2, BECHSBEEROWEEBIELT. 23 flORFEE BB
HEEBE N IR A\ DREHERE % S 117z 3.1 O— Bz DT 277.5 cGy(7.5
DENDEREIETH D, 23 HlF 8 FITIF2 I—ABU DR ZZTTz. 93.9%
(CREREDIRA NGRSO SN, TDOMRFFE 6 4 H(1-41 s A)FFE L. METHRER
DI RN(E 22 4y A TH DIz, FREWERMmEKRA TH D, 23 i+ 10
5l (43.5%) (CHIRULTWD. 6l (26%) Tl 1 I—RDERGIERICERER
FLIMEKRA D ZRD 5N, CDDE 3 B(13%) TIFEFERN/RERMAE >R MM Z 4 U
2o IREHREREIZE DTz 26 FlDD 5. 9 HlEETDRFEENVE LIRD Tz, Fiil
(CHEDFETH(E 11%TH D, 1/3 OIEFITIE. Fiig(CEEARMZEZUE
IRDNRIRNEZNEE L TWND, 5. RSN DRRIMEIN (C K -DAE/KETES.
fhsmmE. U ) \EifEX. EREEEDRHEIC KD HEEBAEIR. £ TFIRDEREC
HUTHE. 1Gy FTOREZ 10 DEI VD IEAEMEHREEE. AERER
(LB THS 28,

MARICEAL T (&, Mayo Clinic T 20 E£M(CiThnsz 223 floikEH s D ™.
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MIMRTFIEDEI(45.3 %). BRRE(CHFDAEIR(39%). PIARETTERE(10.8%).
M/MRIRAMIE (4.9% ) (CX U THERZ(IATIHON T LD, $ERE(CHEDFETER(E 9% T
HD. BIEF 31%(CEL TS, MEEEICETF L TULVE 203 BIDZDEDF
4 RARI (& 27 4 B(0-155 4 B) THh o e mMKF DB Z 2 Uz 67%.
PERE (CAE S BRERZB U 23%. PIRETUELEZ R UTZ 50%DAEHI TR
HERHSNEN, MIMRRAMNEDSRE G 1 flERdSNEh oz, BIEgIC,
FFIRDEAD 16.1%IC. I/IMRODIENIN 22%(Z58H SN e, H/MREAN 39
DB\ DEEREIIHARDINR (FIRNBEDD. FERE(C K DIEEPEIRDEECE M
(C3XF URIRMEROH SN TIND ., HEREEIEFENERIRIMATEENHDSNDZENSDD,
[ETHADFURE EESEX . fifTHl (C I/ MREZE 40 AT (ICULTH <R EDILA W
BTHD %

4) EMmEHHRTEAE

(1) FfEEmerHfatE (k6)

[RFE 4 B BRERHEAE (C X U FfES MRS (LERmAAaR S IRD B LN
RESNTUVD. BRIOIRE(ENZBIATH D (CENMMMNST | BHE L IS mErHH
RIIEETIEETHD. EBAR(E 10%UTTHD. Floo EB(THEVFER L
DIEBFITERBOIRMILNIVHE T D, UM U [RFEMEBSBERHELE (C X 9 2 B bR
AR ORBSMEFHREEIE L. BHEREEFR TN 30-50% EFV ENRE
B CTHD. TNITHL., BEFZEEL 50-60%(CBEDTLD, LN
BICRIET D ENS. BEIIRIRDAROEIL (C/RD (C K VWEFIEE <. JAE
BES N K DRV BRI FRIR RN AER OB (CHATFMNEF > TL\ D,

B RERRHEE (CX] I DRERHEDE EF D Iepkia(E. 1999 fF(C EBMT. Fred
Hutchinson ifAtZ>4— WB#RESNIE 7, 1979 F£h'5 1997 FDRICE
BEARHEAE (O U EFERHEN TNz 55 Bl hifE(L 42 % (4 —53 %)
THO, B, BMEREKLD. IR ZNZN 3561, 22461, 21 HICRS
NTULD,. 49 FIH HLA =R U eimigERBRE T D HLA D 1 BEA—Em
iRERREN 3 Bl HLA —EB3EMmFEBBIEN 3 flThoic. BHERTAE.
TBI Z&T LA H 356, busulfan ZEHL-A>H 17 HITHD. GVHD
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T 47 B CYA ZET LA TITHON TS, 4 HIFFEHER DEBDEF
EBTICFET U, 1 BI(2%) TEBAEZZRHTT, KD D 50 HI(91%)TESEN
SO B, FFPEK(FHSME 20 H(11-50 H). mv\Mk(FH5iE 28 H(10-393 H)
THEBNER SN TUVD, BHEROEERERM (ZRIUYE 36 4 H(6-223 )T
D. FHI 5 FEFRE 4718 %. Event-free £FK(E 39127 % Tholc. B
F(E 13 H1(24%)([CHIRL. BHE 1 FLROBIEEEIET (L 27 %I(I5BHSN
TL\D. BEERMEE(CHSVWTERBSMEFMBIEC KL > TRIMEFNESN
DT E Ffz, BHEICL DT, FHLULDIERIT, BEERIHE(ELEERNESND
ZENTRENTZ,

ZTORDOABREOFREEF>kiEE UTIE. 2010 F(C Center for
International Bone Marrow Transplant Research (CIBMTR)MDF—4AR—X
%= FALVE A RNBATORBRMIRE SN TS 7% 1989 F£m5 2002 F£F TIC
MEATSNIT 289 BN SNz, FlnPRE 47 % C. 162 FIH HLA —EF
fREISHE. HLA MESIMFERBREN 26 FI. FFMFERBHEN 101 HITH D
2o 65 61T, BHERITHEBO I TSNz, BHERDAE(E. 20-30% CTEBEIFM
IRABDARNEIRSN TS, FPEROEE(E. HLA —EERRBHET 95%.
FEMIFERIIHE T 83%(C/OENTU\D, BHER 1 FCOBFEEEI T (E. HLA
—HERSRERHET 27%. FEMZFRERBHET 43% CTh oz, BHER 5 FTDHE
F(X. HLA —EERERHEIBHET 32%. FFMFERBIET 23%. B1B%% 5 F47F
(F. HLA —KERBBHET 37%. EMFEMBIET 30% Thoic. R
GVHD(II-IV E)(F. HLA —EEREMERAET 43%. FFMFERBHET 40%I(C.
2% GVHD (&, HLA —3X[EIRBRITBHET 40%. SEMIFRERIIEHE T 32%(CHEN
TUL\D, BHERIDEME A B RS, BAERTCHEE S EBAE - B F COHIMI(C
(FEFHSNTUVR, BREFEEIRAATLE TG, BB 1 FOBFEEETRT
15%. 3 FHERERFR 39% C. SHRIENRILE & & FHSNEM o TZht Ik
MFEMBIET(E. BHER 1 FOBEEELT 49%. 3 FHREFE 17%E
RLMERIDH SN TS,

BRERRHMELE (C X1 92 BREIFIR N RN B OIS MEFHRBIE DS BN R TR
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S URBIBERBOBEREIMESINTND 7, 21 HIOBBEEHEE (RRM 15
il 2 K%M 6 H) (Cxt L. T RILT 7 >(10mg/kg). TILFSE>(180mg/gm).
it MEARMRRTUR(C K DRNAER (CRABSMEFHERIEZIT O 2. FiihR
fB(E 53 % (32-63 %) THD. RF—(IMFEN 8 HI. JEMFEN 13 FlTH
Do IFHEKDEE(F 16 H (11-26 H) . mvMkoE&EFE 23 H (9-139 H) (C
HSN. BiEE 100 HOKSRTI(E 20 fihtTE R —BoEmzrRUz. BB
# 100 HDEF sa THBESESET (£ 0% T D . T D 3 HINREEAE. 2% GVHD.
FARETIHRTLTWND, BHER 1 FOBIEREEET(E 16%. 3 FHEFRE
84% ToHh D1z, 16 HIF 12 5l (75%) (IFHE#(CEREDIRMCASHE L. B
PRIEECH T DI 2RHE(L. BEREERTCENRKEE([CITRDZ A HIAL
. TD. FEFIEZIET U COBRIFIENFAEZ OIS MmE IR EDHIE
EHMERCH VT, BIBERHEIET 24%. HMEFE 45% EMESNTNDS 7S,

=5(C. ERIFRNANEE(ICKXDaIMEiER & UTIE. European Group
for Blood and Marrow Transplantation (EBMT)(C k2% ies%3tEEE 2 #H5HER
T. BEERMEE 103 6 (EFM4 6341, 2 XM 40 flEET) (CLT. TRIL
J7>(10mg/kg). TILFSE>(180mg/sqm). ¥t NERRMAZADRTE
- K DBIERIBENRE SN TS 78, FhRIE( 55 % ChD. R —I(3m
fEN 33 B, FEMFEN 70 HIT. {FPEkDAEE(F 18 H. M/IMROES(F 22
HT.2 flZR < 2HITEBNEBSNTUD BB 1 FOIEBFIET (L 16%.
3 EFEERERIE 22%. 5 FEREFRE 51%. 5 FE2EFRIE 67% TH DT,
FHARRT & U TER 55 B L. HLA RESMFEIF SN TS, 1% 100
HT 69%. #iHE# 1 FT 93%(CERIDIRMENNERE U < (KKIFHKLTL)
Iz

AFBCHNTIE. 1993 Fh'5 2008 FDORMIC, 64 HIDBEBERRHELE (CXt UE
BmIEMmEFHRBEN TSN TLD, FlpHREE 51 % (BEF 21-71 ) T
»D. FHNHIEAL TVWDEEITE. RF—I(F HLA —Eumi 37 . HLA F~—
iR 161, HLA —E3Em#R 11 6. HLA A—BEEMmR 10 flTH D, SieiE
FEAY 30 5. FRASMEHARRBAEN 24 fI. FEHMBHEN 7 i ThD. BIERTEE
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(S EREIRIRRY 28 {5, HREIFRIER 32 fITH D EBAZE(E 4 HI(6%)(CED.
YFERERODAE (FPOME 18 H(FHE 11-54 H). MVIMROAEEFIME(E 31 H(EE
11-287 H)TH» 3. JL— R 2 Bl LD GVHD (& 26 £l (43%) (C. extensive
D8 GVHD (& 21 f51(40%)(CHE LU TULD, BHERETET (F 34%. 5 F4F=R
(& 48% T,

Myeloproliferative Disorder Research Consortium (MPD-RC) 101 (&. 7
IWEFSE> . XILTF7S5>. DUF ATG [C KD ERMIERIENATAEORIE =
BRC. 2010 F(CHRRFBTNIRE SN TUL\DN, FEMFERBAETI(E. JAREEE
BTN 49% EE <. BRIIFRIRMNBIEDZSD R —Y - ADEE R ZRE L
TW3d 7%,

INFTORELHED & FIESMEFFHHREBIEC LD T, £ 30-50%(C&
HAEFAIMESNTULD, FRARAFELTIE. SYRTEE. SFH. HLA R
BE. IRMFERBIE. IRENETSND . BRERIEIE (CXT 9 2 BRI EMRIRAFI
A (C X DI MEFHRRFSHEDAIE DT (IS DIRETERRE CdpD .45 AL TI(E,
RAEBEEFR ATV NS, SREIFEIENRNERZZERB I NS THDN. 45
AR C (&, BRRIRNANAER S E55ZERI RSN EERIEZE TR,

FEBIER (I TRAY KBNS 60-78 mDIRFEM - 2 /RIEEREIRMELE (CXt LT
ITONEEEEmEFHARRZIE T, B1E% 100 HET 13%. 3 F££47F 45%.
3 FHIERATF 40% EDMEND D JEFLEIR(C/ 1 77 X (FH D EBHOHNDHN
CDEE BHHEDRRVWEEE T, RIERBIELaBEROBIRRICIEDEDI L
ZRELTNS

(2) ZHERHA

FEERMEE CF O < BHERERR (COMNDIREBERMER MR T,
BATHADC SN LS CREBEZH CRo1I2iHE. EHEICBEZITDIHRA(C
EERFENAARR TH D, BRERIHEE(CHNTE. KDETUREAICRIEZITD
ETFRBPARARTH D ENFESND, BRRHIEDSRS. @4 &EiE%a mRD
K DIRBRREIRHIDET LB T DRSS H TF RV BIELS DB
TIRESNTZ EEZTDFERDIEIR E7/2D Dupriez score Y° Lille score ZXFA L TD
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AT IREN TS, i Fred Hutchinson Cancer Center hNSD#IRET
(&. Dupriez score ' 1 DIFE 3 FEFEN 84% THIAIDICH L. 3 DIFEIE
38% EBHEDBHEIIRR TH D 8. F/z. 20 HIOBBERRHELE (O3t UREBHED
RENTE RAYNDNSDIRE T, REMAZFERD 1%BHIR, JL—R3ULED
FEEREL. Hb 10 g/dLATDOUR DT 7 05 —D55. 1EUTFUMNMESRR
VMZEDRHERD 3FEFR(F 67% THDDICH U, 2R EDIRDTT 75
H—HBTDIBEF 16% BT LTS 2, DD ICHRIELINDEERCF
BRI AR THDZENFRENDEL . BHEAEZERUICHEETFENFT
BTH3EVWSHENSDZ—75. 1990 F£h'5 2002 FICH\ T TEBERRIEAE (C3xd
UREBHEN I TONTZ 25 BIOHFINSDIRET(E. BHERID Lille score A
1 LUTDIBE®D 2 FEFRE 48.6%. 2 DIFAE(E 28.5% BEEZERH T
2N, L EDKSIT, BEREBICKSD IRIZHE L. DIPSS > DIPSSplus
THE-2 VRO EERDTEHRE. HDLE BUXDEFTE, BRBEEP(C
EIRDBITH - BE YU X TR CHE T 3 EMREEDIERZ RIE T DEMN S
BNIEHBEIC(E FFICEFEEDBEIEMBMRBIELEZE T INETHS
42,79o
(3) EEBHEICHITDFERET

EIERHERF D F&E T & L TD DIPSS. DIPSSplus DB (C DLV THIRET
SNTVD. 27 NUIIL—T(F. EfEEmeiiaEiEz277z 170 FlCDuLY
THAT L. #EREAR OB 5.9 &£ . DIPSS KU X U8, FfE-1 B CI34FHA
BIOFIME(SELRWAY, FHE-2E8FCE7HF. BURXRTEFC25FTHD. B
TBRLAEN EAERTCD DIPSS U XU TFRIAIRE CTH D LHREL TS ¥, e, R
AYVDIIL—-Th5E. 76 BIDERFT. 5 EE24ERF(E. DIPSSplus DKUY XD
£% 100%. Hf-1 URXDEF 51%. Ff-2 URXTEf 54%. &' JRXD8F 30% &
wESINTNDS 2,
(4) ZHERIDHEE

[EiEE Mt RS HER] (CHEE Z 1T L IZ G ORIERER. £FICRE T
E(CDNWTIE. —EDRBEMNMSSITLVRL, CIBMTR WoDIRETI(E. BB
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RIODTERE (&, BIERREICHEESZ TR % —A. RAWYDIIL—TF(E.
WREER THERENZ N EHRE LTS 8, TN, Y- XDOXE/EGS. i
THINE L. COROBERENE XD EEMOND, —EDRMBEE LT, BB
RIS (L, BAEROIEMEIEN RV, 272U, BIDX S (C. HER(SEMHEID
BHIE. ATRSBVNTENEETHD. COFRNMSE. JAK2 BEERIG. BE
BORD (CTBEHNTH D . BHERNEER & DRIHATHTZE T, BHERHEEONRE &
RD1E3EBONDIN. SEORFINIBRETHD 7%,
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x 1. RRESERIEEDZI (CHEIIMRE

o AW

N

IR S IR HIFR R

RAEM  FRIOEREL. NEJOE> . AN RIUWY b BIMEREE KU E,
M/ \VER

RABMOHIREREFURIRE(CD34)

41t%¥ LDH

S ETIESEN O T ]

FEMRE  dry tap DTEHBERERMNMESIVINEE(F. RIEMTREZT
)

FEEBT— - CT - MRI - BRES > FIR EDERZI

JAK2 Z8 (RMEIMIFHRERZRWTEIRD)
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& 2. WHO (C KD RFEMEBREIRIEEDZRIE

KEE 1. MBEREX(EOS T ARMEZ 4O IEERIRDIBIE & RN DD 2
i
BBV, HBRRHEDISENZD SNIRGE(E. EXERDIETE - /2
FR(CHIZ.. FERERRMREDIBINE . U UIETREFERRDINFIZ 158 & 9
3. BEHEROOENE#EDS & BIXE, R CFTORRE S5
HETE )
2. BMEfEEAIR. EMZmE. SHEAMEREE. MOBHRIEED
TR EZ G IZ IR0,
3.  JAK2V617F ZEY> MPLW515k/L DK D7k, iEMmHHkED o O— > S
BRI FTRNSDD. HDVE. 0 HBIEDOPTRMNERH SR
BEE. BEIOFHARN. BME. BCRBEER. BHERE. AN
7 —fERRE Mmoo Y > ) CRIER. SniSMiER. PECLDEhE
ERECKD. RIEEDELTE RN &,
INEE 1. FEIMICKREFER. SHETFERN IR
2. I LDH &N
3. &m
4.  AEENCIRE/RREAE
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&3 BREREUEBHRMEEORRNRERFRAODVUS IS IFT A

FEETF IPSS DIPSS aaDIPSS DIPSS Plus
FHn>65 i 1 1 1
g DA™ 1 1 2 1
Hb<10g/dL 1 2 2 1
WBC>25,000/pL 1 1 1 1
FRIEIMEFEK=Z 1% 1 1 2 1
/)R <10 75 1
FRINERERMAREE * 1
FRARREHRT 1

*1 0% EDHERL . FE. BT
*2 SEERRHMEECREL. FRIIKEMIIC L DINEEE YT DMEREEM. F/EZ0ORHE
*3 MRS B W HETRNOLEBHRERE R 1 DHB\E2 DED [+8, -7/79-, i(179), -5/5q9-, 12p-, inv(3), or

11923 rearrangements]

URO D% Aa7ast

RURD 0 0 0 0
thRg-1 UR D 1 1,2 1,2 1
thRg-2 UR Y 2 3,4 3,4 2,3
=URD 23 5,6 25 24
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x4 EEREFRIO7YST AT AOERFIEFIADER

URO# IPSS DIPSS DIPSS Plus
R 3B Rk 3B R 3B
KIRD 11.3  FhEET HERET HERT 15.4 FEET
FfE-1 U RO 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
=mYRD 2.3 2.8 1.5 3.7 1.3 2.0
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&5 IREERAREEREID JAK2 BEER(SH 61 KD EZE5|H)

JAK2 PHEHI ERPREVER FFIR
Ruxolitinib COMFORT-1I PR CTHGR
(Jakafi, Jakavi) COMFORT-I

Pacritinib PERSIST- 1 FRPREE MAHGHER
(SB1518) PERSIST-1I

Momelotinib B PR 56 MARGHER
(GS-0387, CYT387)

INCB039110 BEPREE I AHEHBR
BMS-911543 BREREE 1/ I AHGHER
LY2784544 BRAREE 1 AHGHBR
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&6 HEEERMELE (O 9 SEESMEFHSBBDRMIE

wRESE JEGIE  FisthR BtEEDE R —M  AERE BiEEE 247

(FRE4F) ETE e & ot/ FE M T

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

(1999)”° (4-53)

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

(2003)8* (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)88 (21-68) RIC 52

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

(2009)78 (32-68)

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

(2010)%° (24-67)

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

(2010)® (18-73) 229 URD URD URD

RIC 60 20% 35% 30%

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

(2010)%° (19-54) RIC 24 17% 26% 44%
RIC 54 RIC 21% RIC 31%
(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)2 (20-68) RIC 101

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

(2011)%° (60-78) RIC 27

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

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

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

(2012)% (16-71) RIC 17

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