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FRABXOHMREBEENEE ;
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BHOBMIEN grade 1ELTF°

o

KA

AESJOE>Y210g/dL MDO<IEELRE (UNL) ;
PP ERE > 1x10%/L D <UNL ;
mn/MRE = 100x10%L MD<UNL ;

KRG EHARME <2%

EREE :
ERERDESE ; BRES S UFRZE
filEn L7V ; SESVELORRRAE L

PR

F4EMm -

AESOE Y =10g/dL MD<UNL ;
BFohER ¥ = 1x10%L D <UNL ;
/MRS =100x10%L A D <UNL ;
RBLBHRHK ‘<2%

EX S

B ° -

FHAHEOMBEENTER ;

FHR<5% ;

BHOBLEILH grade 1 BLTF °

HD

FR4HM :

AESOE L 285~<10g/dL D <UNL ;
BFRER B> 1x10%L A D <UNL ;
/MR =50~ <100x10%L A D UNL ;
KRG EHRMR <2%

BRER :
REERDEER  BESSURFEE
fisn L7AsLy ; BshEmMORRAL

Blsx(X MF-C30f 3 28R

! Tefferi A, Cervantes F, Mesa R, et al. Revised response criteria for myelofibrosis: International Working Group-Myeloproliferative Neoplasms Research and Treatment (IWG-MRT) and European
LeukemiaNet (ELN) consensus report. Blood 2013;122(8):1395-1398.
PIhoOMBHERER. BRSRRCTOERZILARE LTHREIAZLOTHD, TOEOBKMICHRETH>TH. IWG-MRT DIBEHERELEDREIEICE L HMEENH D, ABRHEDH
ElE., REEEEROREICEIETEMDHIFTITISIRETH S,

ER RICHEEOLZWRY., TRTOHERIIATI)2ATH S,
ERERBIER : NCCNIZTRTOMNABEIZE > T, REOEBEEGHRERRICHSEEA TS, BERABR~NOSMARITHREZL S,
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IWG-MRT & ELN [2& 2 BEiE#E (MF) 0 2013 FRRABRDRHIER#E 12
DRYEHTIY) — WHERE (TRTOMBRHUEATI)—T, FHELTHET SICIX, HEN 12 8MLUEEG LZFAEZSEN)

ET

(progressive disease)

EMETHT 5cm LI LMo REZEEAT /- ICHB., F=E
R—RS5A4VBEDORKEEIMN5~10cm OIFEIZDOVT, EMBETET 100% LI LK. F1E
R—RAS5L VBEORESHN 10cm ZHB X ZBEIZDOLT., ERIBE TR TS0%L LR, £
BHPOFRE SN 20% L EEGYAMKEEES- LIz, £

RAYMFETREIS A 20% L1 E, FEREA 1x10%/L L EDREA 2 ERLLE B

=5 (stable disease)

LEROBRHUEBAT T —OWLThIZHEZL LA

BHH (relapse)

2EM (CR. BHE|ES (PR) £-EEBEKMHE (C) DEMKIC. DA ELEECEIHM (C) EEZF-IL{ Lot
F/1=( anemiaresponse NW|E L=REN 1 HALEFEHELTWS
Ff=I& spleen response DWEDREN 1 » ALUEEHKEL TS

ERER

(clinical improvement : Cl)

Anemia response, spleen response E£71=I& symptoms response ZZE L. M OETABRHOATE ST, M., m/MEHEL .
FHRROOEELLH ShiL

anemiaresponse

MMEFETEEVEE AT O U{EM 2.0g/dL LLEEMLT=©
WMXFEDOEE - HIMREFESEES A

spleen response?

R—R 54 UEIZEMETH T 5~10cm M4 TTEE T &H - -REAMMTREC L o= ", £

R—R 54 VBIZEME TR T 10cm BT 4T & - 7-BEIEAS 50% L L/ L1 "

R—RF57A4 VEICEMBTHTScm RAAMMATRETH > -BIEDIZS(E. spleen response [TE&H LA
Spleen response IZI&. MRI F7z(& CT EIC & Y IRIBERED 35% U LB NOBEENVLETH S,

symptoms response

MPN-SAF TSS T 50% Ll E

ARICE SHEEFNE LU FEEFHECOIMICET SR

HREEPHER

(cytogenetic remission)

HREEFHEOFMICE 10 B LOASRF MR EINT I2LELHY. 6 n AURICEBREZTO-THET I ENKROLEND
CR: IEDRENTLITHEHELT:

PR : RE LGSR HAHEEA 50% L LR LT

(BREVEA—RS5A VEICRELGSRDHMBEN 0EULROOA-BEOAICERAINS)

SFEEFHER

(molecular remission)

DFEEPNEDOE T REDNFRRZRANTONTILERHY. 6 n ALIAICBREZTo-THERT S/ ROLND
CR: BEDEREMNTELICHE LT

PR : allele burden A% 50% L E g4 L 1=

(BREWER—R S VBEIZERD allele burden 2 20% L L TH-T-BEOHIERASINB)

BlEIZ MF-C 3 0f 3 &8

MR/ 2 FEREFHER
(cytogenetic/molecular
relapse)

BRFOHMBECFNF I FECFHEENBUHEL. BRECTHRIAE

! Tefferi A, Cervantes F, Mesa R, et al. Revised response criteria for myelofibrosis: International Working Group-
Myeloproliferative Neoplasms Research and Treatment (IWG-MRT) and European LeukemiaNet (EL

report. Blood 2013;122(8):1395-1398.

PINLOHEHERED, BRERTOGAEILARL LTHRINEL0THD. TOLOBEKRMICERT

consensus HoTH. IWG-MRT OMRHELLEDREICELLZMEELNH D, BARMROHERL. REBEEROHEIC

ER RICHEEOLZWRY., TRTOHERIIATI)2ATH S,
ERERBIER : NCCNIZTRTOMNABEIZE > T, REOEBEEGHRERRICHSEEA TS, BERABR~NOSMARITHREZL S,

ASEEMOHITII > ETHA,
it <
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d Anemia response. spleen response £ & UHITDEEESBO &, BMOBHELIL. BIIRFENT-CHE LIIBEA. AES OE UEDABBIA
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BE1HAAURNICHNZZTEEFICOVTIE, BOAOANEIOEVEER—XS5/4 VEELTHWSRETHS,

REEZGZARTOMMREEIL, B EAERICKD2BMNAH 5N LVRRETO 85g/dL KiFNANES O E VREICH T HEEHRMEK (PRBC) 6 Bl LD

I % AR B ERAT 12 BRIURICIT oA L EEIND, S 51T, EREOHIMZHABREERA 28 BURNIZZITTWETAEE S AL, BMMKFEEOEET
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dEHLESND,

IPEEE T, ABOFAFEZRVTRATELFEANKATE S,

"R ARSI, ERRECHRTILENHY . MRI E1-(E CT Ik 2EHECIEMAED 35% U EDH/NERHIBENH D, 512, MR

CE T CT ISk B E 1= (SFFIBATED 35% U EDME/NE. BRZETHRESNASIFRICHIDL LT, FEheASHEND,

' fE4K (L MPN-SAF TSS [k Y §Hlid 5. MPN-SAFTSS (ZBEBHICKYFHES 2L THY . FMEEBE L LTEBEFE. £Ph, RHBER. T
EKRE. BT, B, B, BEHBTHRER. AERD. HEDHDLH, FEETOR (BL/ZhULELGWNNEERR) Mb 108 (BBRTELHIHETRE/CN
ULELGWEERIE) ETOERRZITS, EAORXRaAT7%E5 LI-{E (5B : 0~100 =) A MPN-SAF TSS &7 %, Symptoms response & #IES 512

X, MPN-SAF TSS 11 50%LL LIE T I S ENH S,

VREREICRE T 2T DHEICTIE. MRIFRLIFZCTIZEYBBABOR—ZS A UEND 25% LU LDENE#ET IVELAH D, BRZREEZGRENESL
BHER—RFA VEIXBEANN—RASA VDAIEEFE L., AREDOBEMBTIEEIZL,

-
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BURY s LDILERKREFOEE NITHELEOL SERNHY . HEMARE R B
(4E#h 60 BRH (MPN-G #8H8) _,| T. #MREERE MREDIED | (< S ERDOME [~ £BA
MDA SE DRE c MERERICHLTTZXEY DBEIGIZDWNTEE Wt & 75 5 AT RE - IEEORE PV-2 8B
#HL) ® > (81~100mg/H) fiL. EWEOH HH5° R AEMSI/MEIEM | T
WM (N KUY ME = - ﬁﬁl:f@‘#‘dé o ET 5 mEREEM
A5%KHEIHRET B1=-H) " E=HYUTC « #ITTHER BIZ
. BE., BT, 51
HR)
Post-PV MF (&
MF/AfML ~D . MPN-2 #5888 ;
L [ HETH MF/AML (£
ME-5 &R
CHEREERAIE. WEARE L THRESAAL, TRETH D,
PAT T Yy b 45%KEE NS E#IE. CYTOPV B2 (Marchioli R et al. N Engl J Med ¢ Barbui T, Barosi G, Birgegard G, et al. Philadelphia-negative classical myeloproliferative

2013;368(1):22-33) MT—RIZHTTWS, ChEVIEWLAT I Yy bDA Y M 7{EA neoplasms: critical concepts and management recommendations from European
BUELHRREDH D2, BERICHETRETHD, HIRIE TEFELITEREEICIL 42% LeukemiaNet. J Clin Oncol 2011;29:761-770.

HE) . " Post-ET 74 post-PV MF DZME£EESEO L, (MPN-E) B,
CLBEROIEM (MPN-C30f3) 23BN &, 9 WHO M4BTI, BHhEAIIMPDOFREESH 20% U DSBS EAKAMKBEERELTW

4 mRa i B L D B ART S B EA~DIEE AR T B - DI BT S L U SBER AT  @. Recurrent cytogenetic abnormalities (I Z 1£. t(15;17). t(8;21). t(16;16). inv(16)) %
RBHBBEETIE. 20%KHETEH AML DEZEHMNAIEETH D,

ER RICHEEOLZWRY., TRTOHERIIATI)2ATH S,
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<HFBE=SYLY cEFRFY 1A > =N
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(MPN-G %%8) 3~6 n AEEL: . iﬁcﬁﬁmﬁﬁif:tm%ﬁaﬁo fﬁf;ﬁw*ﬁn)
- gt (B BRAG I 8 4315 =
=1 2 o &g b (= 5217 ; > - S .
ey | | MEEREHLCIRE | s nizmns fans - RMOPEENEREL D/F1 | |4¥5—T=zO
v ) > (81~100mg/H) " : S —| EESLTLAA, BlUSHY [ CREROBE. 104
AO/ELRM (> 4m (A ko Yy bg [EELT. BR ol BHBIENTE —Jz0va2b, RY
#g.gfwﬂﬂiab A5k M T B 1 RIGIE &0 ' « BRIEIZHE S RO B 1= 1308 {v8—7x0Ya2a
») " BORIE - 1 EOHE ErERTA U E—T
cEFAFIHLT ISHY 5 E=%  EERE S /MRS O a-2b)
EJFS A * ,E%_d—é EIE[}BR&‘EE”D Fi=lE
fos—zm SROTBER BRI BE | | GRie
(ER B L UhoBEE o
HOEFIzESC) " Post-PV MF &
MF/AML ~@ _|MPN-2 58 ;
A EATH MF/AML [X
ME-5 #8 18

PAT Ry b 45%KEELVSEEKX, CYTOPV i£E (Marchioli R et al. N Engl J Med
2013;368(1):22-33) DT—ARIZEDNTWS, ChEYEBEWAT I YUY rDhY hFT1{E
DEYELDKRREH D=0, ERICHEITRETHD, HIAE. TEFELITEREECE
42%73 E)

¢ 2 BEEOHE (MPN-C30f3) #8BN &,

R ERUEDBRBHTICEREME~NDEEZRN T I-OICBEREN S L UBHERER
TIRETH B,

¢ Barbui T, Barosi G, Birgegard G, et al. Philadelphia-negative classical myeloproliferative
neoplasms: critical concepts and management recommendations from European
LeukemiaNet. J Clin Oncol 2011;29:761-770.

" Post-ET F1z[& post-PV MF DBMEEESBOZ &, (MPN-E) 3,

SWHO 78 TIE, BREFRFIEMADOFEREIEGH 20% L LE LTRAEAFEEERL TL
%, Recurrent cytogenetic abnormalities (5l Z (X, t(15;17). t(8;21). t(16;16). inv(16)) %2
HHEE

ER RICHEEOLZWRY., TRTOHERIIATI)2ATH S,
ERERBIER : NCCNIZTRTOMNABEIZE > T, REOEBEEGHRERRICHSEEA TS, BERABR~NOSMARITHREZL S,

TlE, 20%k#ETEHL AML DM ERETH D, )

"EEORE. MBREEEENADELIEROSESE, EREHBECEENDELSNE FOXD
YLT7DERERELTWAEETIH. 12— J A a2bh, RIS V4 —T OV 0-2aF

TERTABE—TO  a2b EERTHENTED,

"IWG-MRT & ELNIZ& % PV D 2013 FhAESRHIEEE (PV-A) ZSBODC L, ChoDH
BYERET, BRABTOERZEILAGRE LTHESA-1LDTHD., TO-HEEKRMICE
BTTH->TH, WG-MRT DN RHEEEDBHEISZEL R MEENH D, BAEIRDHIEE. &

 BEEEROUECEIEEMDHITITOIRNETH D,

PERFAFRIOLTICHT HATHE/MEDER_(MPN-H) #SHBDZ &,

KLEVYFZIOEAICET AEHAERSIE_(MPN-F) 283B0Z &,

PLEVYFZIER. EREXOYLTICHT AREATHDELITTHED PV EZEDRELE
& LTFDAIZKYRE ST,
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C ETLANT, HIE LUmMBERLA DAL, HD

D BHOMBFNER (FRAFROMREENEE T, 3 ORRMOBERAELL., grade 1 EBABILFV ) DORMIEERD
BULEEEER)

o ER

A e RE A RTIRE 2 S O R BAEER O BFHA L, KIBLERSET, HD

B fﬁ%*t*HMHﬁwﬁﬁ (Bl LTAT R Uy bAS 45%3KE ; M/MRE<400x10°/L, BMmMERH<10x10°L DIFA ELEHE) *.
ND

C HETAASGNT, HOBSLUMBRBERILASIEL, HhD

D BHOMABEHERNAOALL G NREAKOBHEEOREHEE L TES)

3y WENAONTEH, BPEROBEEEF/-SHL

1T PV BHERMEE. FREMAERE (I HAMLE~DEIL

WBC : B ImEkEL

12 B EERT 5548
TMPN-SAF TSS TAIRGAERHE (10 R1 > FULEDIET)

'Barosi G, Mesa R, Finazzi G, et al. Revised response criteria for polycythemia vera and essential thrombocythemia: an ELN and IWG-MRT consensus project. Blood 2013;121(23):4778-4781.
PIhLOHBHEREER, BREBRTOBAZILARE LTHESNLDTH D, TOHOBEMICERTH>TH. IWG-MRT OMRHELEORECELAWEEINH S, ABRDE
DHIEE. KEEEEROBEIEDEEMDHETITIIRNETH S,

ER RICHEEOLZWRY., TRTOHERIIATI)2ATH S,
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HOMNEFELLY (Haider M, Gangat N, Lasho T, et al. Am J Hematol 2016;91:390-394. Barbui
T, Vannucchi AM, Buxhofer-Ausch V, et al. Blood Cancer J 2015;5:€369) .
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v b#E, MEBBEROEELEM) R VICEIERE LG ITAIEL S ALY,
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1EYRY (MPN-G Z$8) EoL L. MEBERS L gy amk BIxE, | BOAYET
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miSFEDEEEA L) A) BB/ NSRS (F
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Bk ™ ~ | EAT
“ETOYRYBAMEIZIE, ET IigsEAERFHZ 37 (IPSET-Thrombosis) #ETHRZ AT : ME-5 =&

¢ 2 BEBROEE (MPN-C30f3) #8BDI &,
"SRR DB D RART S B RMIEADEEE RN T B OICERER S & VB HERE T

IRETHD,

9 Barbui T, Barosi G, Birgegard G, et al. Philadelphia-negative classical myeloproliferative

neoplasms: critical concepts and management recommendations from European LeukemiaNet.
J Clin Oncol 2011;29:761-770.

" POSt-ET #1213 post-PV MF DBMREESEN L. _(MPN-E) S,
'WHO ¥ TIE. B FEIXMhOFHREAHN 20% LU EDBZEEAMAMKEEERZL TL

%, Recurrent cytogenetic abnormalities (1 Z (£, t(15;17). t(8;21). t(16;16). inv(16)) #:2
HBHEETIE. 20%KRETH AML OZELAEETH D,
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« MEFERICHLTTZREY = - ﬁE’lﬁ(:?\]:ZZa g, BF. ZERFR)
> ¢ (81~100mg/A) E=Z2UVT" « FRE ) UAMES L I EES)/
N EHEREE RAE,. 5E
&/ MofE. LREHE)
Post-ET MF &
MF/AML ~® | MPN-2 #&H8 ;
gzl " | 478 MF/AML

[T MF-5 2588

" MR A O BIART IS B EA DB EE RN T B -OICBHMERS L UEHEREE

CETD Y RYERMEIZIE. ET MitERERF% A7 (IPSET-Thrombosis) 2ETHR %

AT BDOMNLELLY (Haider M, Gangat N, Lasho T, et al. Am J Hematol

2016;91:390-394. Barbui T, Vannucchi AM, Buxhofer-Ausch V, et al. Blood Cancer J

2015;5:e369) .

CHRMEVWD BETRHTZAEY VIFEEICHERATRETH D, BRMICEGLHL—HDE
EIZIZ. BRETRAEY UNBYELL5EL8HD. BRETAEUVDURI EANRT 4

v e, MEEHEROBELHMY R7IZETEHELZITAELZS AL,
¢ 2BEEDFM (MPN-C30f3) Z8BMD &,

TIRETH D,

9 Barbui T, Barosi G, Birgegard G, et al. Philadelphia-negative classical myeloproliferative

neoplasms: critical concepts and management recommendations from European
LeukemiaNet. J Clin Oncol 2011;29:761-770.

" Post-ET # 1= [ post-PV MF DBMREESBO_ L, (MPN-E) S,
" WHO SETIE. BRhE-IXMPOFKREAH 20% U LDBAEAMBMKBEEESEL TL

%, Recurrent cytogenetic abnormalities (il Z £, t(15;17). t(8;21). t(16;16). inv(16)) %
RHBHBETIEL, 20%KRFETH AML DBEHHLAIRETH B,

IR RICHEOGZWRY ., TRTOHERIILTI)—2ATH S,
ERERBIER : NCCNIZTRTOMNABEIZE > T, REOEBEEGHRERRICHSEEA TS, BERABR~NOSMARITHREZL S,
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ko

B 1) R AR/ IE O AR

HEGmiEE. #XHE
VWD & & U/ FE=(E&E
BREEOKHIMICHT

BE=ARYVYT
BURY LM ERREAFOEE
(EEEMHT (MPN-G #&H)
miesE DREE « MEFERICHLTTZ R
HY. Tl > E1y>° (81~100mg/ [—»
FE 60 BEBET g)
JAK2 & ErFAXIOLT
HY) EJES

A8 —27xaY (f
NDEEBRHFOEFICE
5<)

EJFS

7FrTLUKR

CETDYRYBRMEIZIE, ET I42ERERF% A7 (PSET-Thrombosis) SETRRZHERT
LDOHNEZFELLY (Haider M, Gangat N, Lasho T, et al. Am J Hematol 2016;91:390-394. Barbui

\

3~6 h AEFET:
[FEGERBIISE G A
HNILHE %180
LT, AERGH
I'BLUEDM
% - FEERICHT S
E=aYvy e

T, Vannucchi AM, Buxhofer-Ausch V, et al. Blood Cancer J 2015;5:€369) .

CHEXMEVWD BETRTZRAEY VIFEEIZERTRETHS. BRUICEESLAHL—HDEE
IZIE. BRET7REY UAEYE R DIGEELR DD, BAETRAEYVD IR ERRT 4y +

., IEEHEROFJ|ELMI R T ICEDSHBE LG TNIEGE S0,

¢ 2EEROE (MPN-C30f3) 28BN &,

" MR A D BIAATC BB E A~ DB B E RN T A= OICBHMERS & UEHEREET

FRETH D

9 Barbui T, Barosi G, Birgegard G, et al. Philadelphia-negative classical myeloproliferative
neoplasms: critical concepts and management recommendations from European LeukemiaNet.

J Clin Oncol 2011;29:761-770.
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EXES
EDI|K

MF/AML ~D
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R B RCE O T EAER &
1 AAHEMNH BB 9
cERAFIYLT “E(E

A3 =7 T AVIZARE
= ImttE

s Fri-frmniefiE. XM VWD

BLUW/EFREBEEDOKX
Hi i

BEICHSEROHRFIF

BEDEE

« SER Z 4 S n/MRIE N
- BEI S mukEEm
ETTHER BIAE. &

. BT, BEFRD

« FARAEY VARG MEE

B/mmEEEE (I
(¥, EEfE/MfE. RIRME)

> AR —

ErFOXIOL7
(REEADIFE)
EXES

A3 —2x0Y
(CRERADHZE. 1>
2—27xAY a-2b,
RFL8—2x 0
v o-2a £l (FRYT
A% —27x0Ya-
2b)

E3F
F7FILYF
(READIFE)
EXL

BRERELER

Post-ET MF [&
MPN-2 288 ;
ETH MF/AML [
MF-5 #8 R

" Post-ET ##z (& post-PV MF OBEiEEESBNO &, (MPN-E) S8,

"WHO £ TIlE, Bt F[EmhDFHRIEH 20% LU LDIBEZAMAMKBEEEHEL TL
%, Recurrent cytogenetic abnormalities (5l Z (£, t(15;17). t(8;21). t(16;16). inv(16)) Z:2

 HBBETIE. 20%KFETH AML QZEHMNAEETH D,

'V IWG-MRT & ELNI2& % ET @ 2013 FEiRABMRHITERE (ET-A) #BBO_LE, Thdd

DRHIERAET, BRABRCTOEAZELREGE LTHESA-LDTHS, TO-OBEKE
IZARTH->TH., WG-MRT DHRHEREDBHEISELEWMEELH S, BEINEDHIE

F. REBEEKOHEICEDEEMOHM TITIRNETH .

.k EROFSYLTIZHT ZFME/MEDESE_(MPN-H) #SEDO &,
EFEOEE. MMEERENVELTRIOERE. T EEBRRLRENADELSE FOFD
YLT7OFERAERELTVWAEETIX, 1 v4—2 0V a2b, RS VA —T AV a-2a

FhERTA =T AV a-2b EEETHENTES,

ER RICHEEOGZWRY ., TRTOHERIIHTI)—2ATH S,

ERERBIER : NCCNIZ T RTOMNABEIZE > T, REOEBEEFHRERRICHSEEA TS, BERABR~NOSMARITHREZL S,
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IWG-MRT & ELN [ & 2ARBMEM/NMEIGE (ET) O 2013 EAGARNREIEESE 12

TLHME

A il T e BT RRIE 2 3 U AR BB EE R ORI &L, KIELERKET. MO

B B RMOREOER (M/MRE<400x10%L, WBC<10x10°/L, BIHRFBREL LOBE LEH). »D
C ETOBENRALGNT, HOB L UMBRBEKELASNEL, MO

D FHOBHEVER (ERBRBREIAEEL., grade 1l ZBZALF7 Y U OBHILERDHLEVEE EEH)
O ER

A fREN T B A BT AR AE # 2 O R BB EAE R DA k. KIEMER®E. Mo

B FWMBBOREHEAZEE (N/MMRE<400x10%L, BMBRI<10x10%/L, AFFREL LOFES EFES) *. »D
C ETO#BRAAONT, HOELUVORBERL AN, HD

D BHOABENERLRA DAL (ERRBEROERLE LTES)

3 BWERALNTE, BAEROEEEH  -HL

1T PV, ET #BHRMHE. BHEMRERBF 20K~

WBC : B ImEk#K

*12 BRI LGS 555
tMPN-SAF TSS CTAIBAEREE (107 R1 > FUEDIET)

! Barosi G, Mesa R, Finazzi G, et al. Revised response criteria for polycythemia vera and essential thrombocythemia: an ELN and IWG-MRT consensus project. Blood 2013;121(23):4778-4781.
PN OHMBHERER, BRRBRTOBAZILARE LTHRESNLDTHD, TOOEKMICERTH>TH. IWG-MRT ONRHELEORBEICELAVMEENH S, ARDE
DHEIFZ, FEBREEROBEZICEDEEMOFBTITINETH S,

ER RICHEEOGZWRY ., TRTOHERIIHTI)—2ATH S,
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HA RS54 %5

BR
B8
WHO 2EI= & 2R BHEHEED 2016 FARZMIHESE
WHO £ 4EIZ & % prePMF (Rii§R#E¥] PMF) DE#E WHO ##8I= & % overt PMF ({g8#tL#i PMF) Q&%
(prePMF OZERIZIE. LLTISRT 3 DOKREEFTRTE/NEED (overt PMF QZERIZIE. UTITRT 3 DOXREEFTRTE/NREREDDE
D EL 1 OFEB/-TREMRDH D) KEB 1 O2FFB-THELDHS)
o RE®E o KE#E
» FRFBEEOBIMEBEFEOEM S BERREBED(ZMN, LIXL » Grade 213D LF4H /BJ:U?/itli: 5—5 URHIE 4 5 BBk
[EHRMmMEREMDIETZHE-T E#BRa)i*bTE:BJ: URBRZEZRDH DTS L VRERDFAE °
555, grade 1 £ 5L FH U U DEMIE ° (ZEHE L » ET. PV, BCR-ABL1 Bt CML, BHERMEIERE. TOHOEHR
» BCR-ABL1 &t CML, PV, ET, BHEMAREIRE. TOHD [EED WHO D EZIREEFHB -
BERIESED WHO Rt - X £ » JAK2. CALR. MPL wb‘fhb\kﬁiﬁﬁbhé FXZhion
» JAK2. CALR. MPL wb\d’nb\kkiﬁﬁbhé FkZh TR L\iazA(iﬂﬂaw A— T —h—HrBHoh3d. FEERE
SNEENLGZWGEFIMDI O— 8T — 13— NEDHB NS, D BBERHE ° TR
FHEBEORGEOBRLF Y Y UB#L * TlEiL -
. I]\ b
- INELHE ~ ) PUTDS3 505 D 1 oNBH LA, 2 BEROIE TR S L
PUTDS B0 EH 1O2MBHON., 2 BEKROBTE CHERS s
ni-gs : O SFFEICER L L
O BHEFESEICERE L &L 0 HMEREM=11x10 /L
O A IBREEHN=11x10 /L O ik %Nl BE 4 B AE
O M FTREZS AR AE O MEREEREOER LR% LES LDH 8
O MR E#EGEOEE LEZ LE5 LDH #in O BFRZFEREE
Arber D, Orazi A, Hasserjian R, et al. The 2016 revision to the World Health Organization classification of myeloid neoplasms and acute leukemia. Blood 2016;127:2391-2405.
WHOI otémﬁfﬁﬁffﬁro) 2016&%2 grade 48 (MPN-A20f2) 28BN &,
PIhbD3DNTERY O—UMEREANTAEED ONAENKRTE, RELHEEOEVRELTE (BIzI£. ASXL1, EZH2, TET2. IDH1/IDH2, SRSF2, SF3B1) M#REMNKEED Y O
—HEHET SR LGS,
4 'E%%EE Egﬁﬁﬁ,ﬁifi St RIEMRKE., BEMRAMBEE M) VRES. GEBEEMEESED L <X toxic (chronic) myelopathy [(CHEET 58 E (gradel) ODLFH U Y
R,
SEE HOREEBRELIIthOBEAENES. SEMARALFE-IM0 ) VARES. BBEEMESS L <X toxic (chronic) myelopathy IZi2E T 2 B36i#E.,
FERBICEEOLGEWERY., $RTOERIEHTIT) —2ATHS,
EREREABR : NCCNIIZFTRTONABEIZE > T, BREDEEXIBRERICH I LEEATINS, BESB~AOSMAKICHEEILS,
MPN-A
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WHO 412 & 5 BERERHMAED grade 958

;FO

RDLF V1) URHEDBIEL ., XZE (crossover) Z3BHT,
BREICHNT S

COZEZBOHIHEVVERDOLF V) VRS FICIMERBEIC
Hond

* MF-2

» XELZLBHEICESD, LFICEFIAFT—TUE—BTHIROEK
DR BBECHSNDE LTI ) VRH#L, VEAENOEE
ElcEmLTEY., Mo/FEREF, BREOBELEZFS*

* MF-3

» REZLEHEIZED, 35— 2 E—HT HRVFKDOBRMEHH
bNBUFAMNOBBEDLF Y ) VRHEN, UEAMNI DT
FECIEMLTE Y., BRETEELCEZHS*

= 3k

MF-
>R

iE
MF-
»Z

! Arber D, Orazi A, Hasserjian R, et al. The 2016 revision to the World Health Organization classification of myeloid neoplasms and acute leukemia. Blood 2016;127:2391-2405.
*MF-2 £2IE MF-3TlE, MU O—LEBOEBMNINHEREIND,

ER RICHEEOGZWRY ., TRTOHERIIHTI)—2ATH S,
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HEZMmME (PV)
[BEETTICK, 3DDABEZTRTELTH, BID 2 DOKBELEL MEELEB-THENDH D °]
e KEH#
PAESTAEY>16.59/dL (Bt) . >16.0g/dL (&)
E=LS
AT+ 1)y F>49% (BHE) . >48% (&)
E S

FOBE (RCM) 1403

» BHARTERICHE LERFZEOEMERSD, Kbk, FHRSIUVERROZALGEEEZST 3 MRRFKEOEE GLEE
[panmyelosis] ) && %Iz, BHHOFBRMLI-ERE (KEINEED) 28D

» JAK2V617TF £=X JAK2 TH YV Y 2 ERDFHE

° I]\giﬁ
» ;% EPO fEAIEE TR

A/ RiE (ET)
[BEETTICIE, 4 DORBEBEZITRTHETH, RID3IDOKREELNEEEFZF-THELRH D]

o« KE#
b Hn/MRE= 450x10%/L
» BEHERTERKRRABRTADEEEZRD, BLEZKEEITIEREL-EBERRBOEMZEZH S, FhBkEDmF - (XFRMBkE
MIZERALZEMB EVEABHEZRHT . S<ENIZLFH Y VBHOEE (grade 1) ENMZEDH B,
» BCR-ABL1 f&f# CML, PV, PMF, BEMBERH. TOMOBHREZICOLVT, WHO EEEZHE -SHL
» JAK2, CALR E£f=lX MPL ZEDEIE

o INEREE
« ) A— T —H—NREE, TERERBEI/MRIEMORRRA LI

Arber D, Orazi A, Hasserjian R, et al. The 2016 revision to the World Health Organization classification of myeloid neoplasms and acute leukemia. Blood 2016;127:2391-2405.
PIBEDMARELNAEEE-THBE, BEETAES/OEL>18. 5g/dL (NT kY1) w k>555%) EIEERETAESI OE>>16.5g/dL (AT b 1w F>49.5%) DiExti7A IR MEREEANAS
HHELTULAESTIEK. 2BEOEE (BHER) ILTLIBLETIEAL, 120, HOBHREE (BHEORK 20%ICHFE) EEHERICE >TOAEHETE, COMRICEY. Rt
ﬁJi (overt) BEELRHMAE (post-PVMF) "D&YERGIEEZTFATEZELILHH D,

‘¥ éhéiFiﬁIE.%ﬂE% 25%L\ LB Z S8,

ER RICHEEOGZWRY ., TRTOHERIIHTI)—2ATH S,
ERERBIER : NCCNIZ T RTOMNABEIZE > T, REOEBEEFHRERRICHSEEA TS, BERABR~NOSMARITHREZL S,
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£ B 1% O 5T

-g&-co)%%l:i\t LTAR—RS A VEEQOERTM (ERBETITS) LARAETOERER (RE. XE. Blk) OE=4) VI fERESh
. &‘0—7(54 VEDOEBEEOFEMIZ(X. Myeloproliferative Neoplasm Symptom Assessment Form (MPN-SAF) A& hd (MPN-C 2 of

3&s]) .

*IWG-MRT & ELN [2& % MF ) 2013 FiRABRDRHFTEE T, ABRBETOERBBOE=42"1) >JIZ MPN-SAF Total Symptom Score
(MPN-SAF TSS ; MPN 10) OfER#H#R L TLVS (MPN-C 30f 3 #5M) ,

* MPN-SAF TSS (FEEBEMNFTEMT 5. FEBHICOVLWTO0R (BL/CAULBWNNEZERRK) b 108 (BETEIEHTRE/CAULLWNE
ERE) ETORRETI. BAKORaT7 A LI-E (FH : 0~100 R) HMPN-SAFTSS &4 5%,

* Symptoms response EHFEF HIZIE, MPN-SAF TSS M 50%LL LEET T HMBENH S, 1=ZL. 50%KFEDERBETH. BERMICEHRNH
BEHEEN, LXVI)FIJ0RGENRBRYLELZBAND S,

SERDIEBEICELLRBNIE, BEOBIERTHATRENENDH D, TD8H., EROBEIZELZEOH-IBAE. AROAUMS I V/FEEED
REZEONEFEIRETHS,

ER RICHEEOGZWRY ., TRTOHERIIHTI)—2ATH S,
ERERBIER : NCCNIZ T RTOMNABEIZE > T, REOEBEEFHRERRICHSEEA TS, BERABR~NOSMARITHREZL S,

MPN-C
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Myeloproliferative Neoplasm Symptom Assessment Form (MPN-SAF) !
(R=RS A VFOLHERTMICHEETND)
UTOEERICONT, BE LBABTEDL S LMEFES iz,
BTEFEBIHBFICHNZEFFTLSESN
BERIZT CICHEEEICES (L) 012345678910 (B T=2@HATEE)
(RRAHBRER)
iE9E (L) 012345678910 (BETZ2EHETRE)
R EB DAt (L) 012345678910 (BB TZ2HATRE)
FEMEDET (L) 012345678910 (B T=2@HATEE)
SE%E (L) 012345678910 (BgT=2@HATEE)
P HDET (MPDIZHBRTEHRT) (L) 012345678910 (BgT=2@ATEE)
FEMHEV/EEEDHEN/5HDDE (2L) 012345678910 (BgT=2@HETEE)
LUNh/EVEUR (FR) (L) 012345678910 (BB TZ=28HATHRE)
FREAR R & (L) 012345678910 (BB TZ=28HATHRE)
{5 oELLERS (L) 012345678910 (BB TZ=28HATHRE)
R OHERIBEREIZRE 9 S R (#L) 012345678910 (BgT=2@HETEE)
3% (2L) 012345678910 (BgTZ28dHTEE)
BT (L) 012345678910 (FBBETZIHHETRE)
MpH (BEE) (L) 012345678910 (BpTZ2EATRE)
B (BEECEHRTEE ., KHEEIC (L) 012345678910 (BEBETEIGEHETHRE)
BRLSED)
3 (100°F [37.8°C] Z#Bx 5+t D) (L) 012345678910 (&H)
BX6 » AFOEELZWEEFRD (L) 012345678910 (BpTx28ATHRE)
L2ARNLGEFTOEIILHANTTM? (ChUEBWFEFERSE) 012345678910 (ChUELAWNEERIE)
* Reproduced with permission from Scherber R, Dueck AC, Johansson P, et al. The Myeloproliferative Neoplasm Symptom Assessment Form (MPN-SAF): international prospective
validation and reliability trial in 402 patients. Blood 2011;118:401-408.
AR BICHEOLVEY., TRATOREIHT T —2ATHS.
ERERFAER : NCONRTRTONABEICE > T, RROEBEIHRARICHE LB TS, BEARBR~AOSMARIHREIIS, MPN-C
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Myeloproliferative Neoplasm Symptom Assessment Form
Total Symptom Score (MPN-SAF TSS ; MPN 10) 2

CABRBETOERDE=4) VTIZHRII D)

fE R 1~10 | (BLTHNIE0m) TEATS
1 AL BRIF. 10 AXRLFRE

BE24BHEICEZA-BLOENT-EFH
BROBEEZRLIKETEEICHZMNIT
T. BEPE (BEhOEDE) OBRAEFT |EFEL) 012345678910 (BERTZIEETHRE)

2TLEELY

UTOEERICOWVT, BE 1BABMTEDL SLMEE SAT=H,

UTIEFFESAHFICARMZFFTLEEZWL

BER(ZT CICHEICES (L) 012345678910 (BETZH&HBETHRE)
(R HA#RE =)
BRER DR (L) 012345678910 (BEETZ2&ETHEE)
BEMEOET (L) 012345678910 (BEETZ2&ETHEE)
EHPHOET (MPDICHBRTELEART) |(AEL) 012345678910 (BB TZHHETRE)
LUN/EYVEUR (FR) (L) 012345678910 (BEETZ2&ETHEE)
BT (L) 012345678910 (BRT=Z2&%BETEE)
hPH (F&EE) (L) 012345678910 (BRT=Z2&%BETEE)
B (BAEECEfMgTREAC, LEEIC | (L) 012345678910 (BRTZHHETRE)
BLD53HD)
&3 (100°F [37.8°C] ##zx2 5t M) (#%fL) 012345678910 (&H)
BE 6 » AMOER LA VVEERD (L) 012345678910 (BRT=Z2&%BETEE)

2 Reproduced with permission from Emanuel RM, Dueck AC, Geyer HL, et al. Myeloproliferative neoplasm (MPN) symptom assessment form total symptom score: prospective international
assessment of an abbreviated symptom burden scoring system among patients with MPNs. J Clin Oncol 2012;30:4098-4103.

ER RICHEEOGZWRY ., TRTOHERIIHTI)—2ATH S,
ERERBIER : NCCNIZ T RTOMNABEIZE > T, REOEBEEFHRERRICHSEEA TS, BERABR~NOSMARITHREZL S,

MPN-C
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MPN [2E T 5 BEFERDFENES

TEREEF R B EBEE (PMF)
JAK2V617F FRIPEET, CAIRERZATIERFELEBE L TOREDY RIAE
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SEEkE MPN-G 2 of 2 5 1
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EMZmE (PV) HLURBEI/MRME (ET) ORRICETS2HGERER

Filf (BE)

PV EBETIX, HHNFHACIHAMAI MUY FZaV PO—)LTRETHS MBEZEEFTEIIERISEVVREIZT D) . FRIOFHOMBEITRIICAT RS Y
v b & AS%KBICHET 5-OICENOBMALEICLEZIEELH S,

SN EMFERED 1 BMAINSTFTAEY UZAIEL, i 24ARBEAERLTHS, FEHOYR VI L THETEILURIhZBATERTS L,

BUEERER. FMAC (FROFBY/EROERICESHMMICHZY) kL, FREEHMY RV ICECTHERTESLHHShIRHRATERATSC &,
HRBEERERE. FHF—LOCEROEZSRESAGLIH,EY, AFPZEL TRETES,

!&yﬁ 2,3

B URVEROEMAEICK P ERIERS L UTEEERTRETTH S,

BV XV UEHR : EiREIER (PVEBETEAT LI Uy F# 45%KRGICHFTT D) SLXUSGER 6 BEICH-Y., EAE7XEY Y (50~100mg/A) MRS h
%, EEAFEINAIAOHN 2EBMENZZRAEY > Oflk, LMWH DERZEET 3,

EYURIEE > SRR (PVEBETREAT MUY FE A5%EKFBICHIETS) BLUSER 6BMITh-Y, ERAE7AEYLEEDITLMWH (KT#H
5) OFHEREEERT 5.

D 1~2 ARMAIERAETZRAEY VORI EEET S, LMWH (&, BELAFEIADIHLD 12~24 BREMICHFLETRETH D, LMWH ZFEAL TS EE
TlE, SHEATOBEENFREICHZ TREZDLET IRECHALTHE T H-HIC, BYRIVEROEMAES S UVEMBKEREE~ADaVYILT—avhiEREh
%,

cHMF/-(ZMIREDEFHEDEREENLTNEETE, IHRERORED 2 BT (PVEETIEIAT I U Y & 45%KFEICH#HIFT S) PRAE) VICKRZA T LMWH %4
AL, 9% EMFETCHETSI_LETEET S, B RITRDESEIIHFEVREZ T -xETHIIE, HBED LMWHDREHBZERTE S,

HRBERENDELIZERIZ. 1 084—21xAY AVE—Jzxz0 a2b, RILVE—D1zAY a2aBEURIS 4 —T1z0OY a-2b) ZERBTRETH
B, HIERNCE FAF SO L7HRBREENATWVEBETE. A V4 —JzAVICHIYBRZZIRETHD.

cEFAXFIOLT7ZREARICHTT S8, BIAPOLXUTCEFEAZRITEIRETHS,

'Guyatt GH, Akl EA, Crowther M, et al. Executive summary: Antithrombotic therapy and CUTOERFOVWThhEROBEEE. BYRIIHREABTRETH B,
prevention of thrombosis, 9th ed: American College of Chest Physicians evidence-based clinical — * #M/NMERMEEZTOBREF-ILEEEONEEREN 2 DL LEHHIHE
practice guidelines. Chest 2012;141(2 Suppl):7S-47S. Kearon C, Akl EA, Ornelas J, et al. *LRIDIEIRTEEDEHIE GHRDEATOREN IELULL L < (FIBIRFEFE-FERHATO
Antithrombotic Therapy for VTE Disease: RE - EENS 1EME, HEKRENERIFAD 5 /A—E UMLK, FERBRERECE
CHEST Guideline and Expert Panel Report. Chest 2016;149:315-352. I35 E, 37T EREDENDBEET HRES & UFMAETE. F7-(F index pregnancy (28
“Barbui T, Barosi G, Birgergard G, et al. Philadelphia-negative classical myeloproliferative 115 LREFHEDVTNADRE) .
neoplasms: critical concepts and management recommendations from European * fFin 35w
LeukemiaNet. J Clin Oncol 2011;29:761-770. o M/ > 1,000x10%L

3Griesshammer M, Struve S, Barbui T. Management of Philadelphia negative
chronic myeloproliferative disorders in pregnancy. Blood Rev 2008;22:235-245.
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EROFOYL7IcHT Bt/ FHREDES '
BEEIEE T EE EFAFSHL7ICHT S/ FAHEDEE
HE L M 1tbn$v¢b72m5uié3ﬁﬁE5Lt&L~A?FOthé%%*ﬁlﬁﬁ?étwlﬁmﬂﬂix%b<u
2.BEF n#wb L7 2g/BELEZ 3 n AEESL-RIC, a2 FA—JLTEAR L MBREEM (IR > 400x10%/L A D B InBkE>
10x10/L), B L < 1%
3.eFAFIHLT 29/BULEZE 3 HRABREL-RIC, fRZICKYAIE L TEKXIRE M 50%EBZ /NN ESHEM>T-, £-(XR
EICEET ZERNERISHE L2, HLLIE
4. BRERAY - Eﬂ}&—g—ﬂ’l A EPE - IMOENEERT OB ELRERENE FOXL YL 7T, BHERB<1.0x10YL, M/p
B <100x107/L £l=FAESFOE<10g/dL, HLL[E
5 EFAFXYYL7OREICHAIDHLT, TREBELIIE FOXSHL7ICEET OB TE LRV EMASYE (KEERBER.
HIEEER. M. RBEL) OFHE
ZXAE 4 i /1N R EROFLYL7 2g/BBE (KEM 80kg £BAZEETIE 259/8) % 3 5 Ai%5 LI=#IcI/MRE>600x10°L, L < [E

CEFAFYYL7OREICAND ST, M/MRE>400x10%/L A D EmEH<2.5x10%L, & L< (&
CEROFROYLTOREICHSD ST, M/MRE>400 x10°L ADAETOE L <10g/dL. L < I

C EFAXF VO LT7OREICHANDLT, TREBZEIZE FOX SO L7ICHEELbOFRTETLHVWENASHOELE, HLLEFE
L EFAXRVYLTICBEEL-RE

mpwmg—\

“Eh BT S 10cm iiﬁzéhﬁitmﬂ&%&ﬂixo
tELEHE. BMALTAT R Uy M 45%%HE. M/MRE<400x109L, EMBRE<10x10%L, M OKBEEFREZEOL SR LEHT 3, BOSHL. B
mALTAT R Yy MR 45%KRFE - (T DBEEE 3 DL EH-TEHE LTERT 3.

'Barbui T, Barosi G, Birgegard G, et al. Philadelphia-negative classical myeloproliferative neoplasms: critical concepts and management recommendations from European LeukemiaNet. J Clin Oncol

2011;29(6):761-770.
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ATFTY—1: SLRILOIETURIZEDNTEY. ZONMANE
YITHAHAEWLDI NCCND#FHE—LI=a vt oY ANEET S,
ATFITY—2A: HEHELARNILOIETUXIZEDIWTEY., 0
NADBEYITHAHELS NCCND#FHFE—LI=a Vvt ANGFET
%,

ATFITY—2B: HEMELARNILOIETUXIZEDSWTEY., 0
NADNBEYTHSEWLS NCCNDaAVEVYANEFEET S,
ATFTY=3: LWTIHODLARILDIETFTURIZETNTIKLNEAH,
FONADPBEITHAINEWNSETNCCNRIZKELERDTF—H
nH b,

BICEEDLZVLEY., I RTOHEREIHTIV—2ATHS.

BXR

BB e MS-2
XBBRROBEL A FSAVDEHFDEEK oo, MS-2
MPNIZE TR FREFMERE ., MS-3
MR .o MS-5
MPN DB DIEE DR ..o MS-6
BEERDFM ..o MS-7
BERMEEDEE ..., MS-8
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=

BHEME (MF) . ERZIE (PV) BXUKREMEM/MRIE (ET)
(. Philadelphia &AM EHEILEMLES (MPN) & LTHRIFSh
BAH—H—HOENREETH D, KBEIZEFTSH MF, ET. PV D
BEHIEL. TRFNMET 13,000 5], 134,000 5. 148,000 & #E
ShTWad !t XEIZEIT5 MPN OFEEEDRERE ML -RED
PFE (2001~2012 ) I2&kdE. REENFREEN>TZDIE PV
(10.9) &£ ET (9.6) TH-1=%

MPN (&, SEIK TR T 7 A ILDZETHDI I L L. AEIIHT HRIGH
FAETAEFHRENMEVEREERMERIE (AML) [CEIETEHURXIN
HBILEBMET D ., TOBKEE MPN OFRERN - REMTE
NHLoNLHH. BERNICEESER. ZEFR. BE. AERLD. &
FEICK ER. HAGERKRBZREEESE (mEkiEm. fm/hkiEm. B8
MEREML E) NAHDNBIHEEMNELY °, SEER Medicare T—4 X—
AD@BIIZEY . MPN B2FE Ty F U IR EERTERRBIN G
Vi<, MF EBDEESRBIL ET £E PVEELYEESITEL.
TYFUTRBLEURTHEICFREIRTHD I LRSI,

MPN BEDOZHEEREBE TFS4/3—1 £E (JAK2, CALR B&U
MPL Z2) AEIESNTURKREESLTEY . DFENEEIDORH
HICk-oT., REEEEREEEOEFNE (QOL) FELLHES
nTW3 %, LHALENS, 2. 2BEIROME. EIRICHKE C1-E
PAEERE VWS WK DL DRIETIE., &AL L TOhREMEL
BEEMEINRRT NEFELNEIATNDS Y,

Z O NCCN EftigEERERREZE LA K542 (NCCN A K54
) & A MPN OERBICET 2#REIBTRTHILEEMELT
BE SNz MPN OEMMBZET H2EFNEERDOSEBICLYKE
Iht=, NCCN BEEEEMER A K54 V°I2IE. MF. PV & U
ETOEEICEALT. ZHBEE. YVRIEIE., BAESLUIFHEEIC
e fRMRTINATLD,

XBREDEEL A FSAVDEHDAE

NCCN BEHIBREMEESZE A FSZA VOXRIROEHICEKILSL.,
I'myeloproliferative neoplasms. myelofibrosis. polycythemia vera.
essential thrombocythemial ##&F&iE& L. 2016 £ 4 A5 2017 &
3 AFETICRRSIN-EHIBEMREICHIIEEXMERREL T,
PubMed T—4N—X L TEFEEKZEIT o=, PubMed T—H ~X—2X
X, EEXAOFEHRRE LTREIRLLECERSIATVLLDOTH
Y, FLERINLZEVEREXBMOADNA VT v I R{EIN TS
OHFRLE=

BoN-RRERMG, RETHERINEZE FERRET IHEDH
[ YRAATL, RAYT SMXOEEIL. F | FARKHER. 5 111 FBERK
HER. B IVAERKRER. 4 FS5120, SUSLCLRERAR. 447
FUIR, RMLEa—, NYT—3 VHRICERE LTz,

PubMed TOHREIZKY 120 HOMENFESI N, TN ETNDBEHN
BEMERET Lz, RIRDZBROEIZIL. s PubMed LOEER
XIZHA T, BRERXBPEXRNTA FSA VEBEEENHD EFIMTL THE
HLEEMOERE (FHIAE. RRESHEFTOEFHRY. KEH
%) MoWELEXEOT—2%RE LTS, BKENDIETUR
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MENHEIZDOTIE., HEBEMEKEDIETVRIZDOVTHLES
SEOLVEL—RELEMRDERIZCEDIINTLS,

NCCN A4 FS A VDEERLIVETFORELEMICDOLTIE.,
NCCND D = JHA FIZEBEINA TS,

MPN IZE T35 53 FEIGZFHEE

JAK2 VB17F ZE(. PV EEDKRF (90%LLE) & ET £ MF &
ED 60%IZHDNDB M, VEITF ZRFI VI VY 14 I2HBNBH,
FNEBAELERENIVI VY 12 TERSATWS, TH/VY 120D
JAK2 ZR(Z PV EED 2~3% THRE I TS 15,

FOVARRIFUOZBEEREGFOEEIEERE (MPL W515L/K) [,
MF 2E2ADH 5~8%B LUV ET BELED 1~4% EHESNATLY
%) 17-19o

ANLLTaF2) VERF (CALR) DIV Y2 9DERIE. ETH &
U MF BEL2ARDH 20~35% THE NS (JAK2/MPL [Z4D ET &
KU MF BETIIH 60~80% % 5HB) %, Type 1 £E (52 EH
HDOREK) & type 2 EE G IEEFDIEA) NRILBEEDTLZHIAE
THhd, CALR-type 1 ZE (I MF EE THEMNS <. CALR-type 2 %&
EIXET L DEEMNRL 22,

EEUMNMZE ST FILIEE (CBL, LNK/SH2B3) . ¥ A F U
(TET2. EZH2. IDH1/2. ASXL1. DNM3TA) .RNA R TS5 4 L 24
(SF3B1. SRSF2. U2AFl) &KL UEZINT#EE (TP53) ICBEET 5
WK DA DEEFNEEL MPN BB THRE SN TLVS 5%,

B BEARAEAE

CALR ZE[B&14EHIIE. JAK2 V617F [E1EHIZEE L MPL W515 ZE £ 514451
EHRTERFLRE24EFHM (0S) LDOBEEMNEH LN, I type
litype llike EREHT HEHTHRETHD 27, REMEBHRMEE
(PMF) fE#I 617 Bl xR E LI=HFE TIE, OS FR{EH CALR ZE;
HHIT 17.7 ETHH>=DIZH L. JAK2 V617F ZEBEHF . MPL &
&1t triple negative BITIEZENZEHN 9.2 F, 9.1 F, 32 FETH-1=
7, EWHTHARLESEEMTICEVTH. CALR ZEBHEHIIX. JAK2
V617F ZEBMHH (P=0.19) Ff=(X triple negative (P<0.001) &tk
RT OS WEWFTHS EFRISNTz, 10 EREFEOOMKRERILEL
CALR ZEBMFDAEMNEL (9.4%) . JAK2 V617F ZTEBMFITIE
19.4%. MPL ZE[545ITIX 16.9%. triple negative {5l Tl& 34.4% T&H
21z, PMF fEf] 396 fflZ#xt& & LT 2 858D CALR ZEIZ K 5 FHEA~
DEEZFHE L -ME TIE. EFHROFRIED type Ltype 1-like ZTE
BB THEIZRL (26.4 £ ; P<0.0001) . type 2/type 2-like ZE5
Bl & JAK2 V617F ZEBGHFITIE. TAhENTAFE 12ETH 1=
Type 2/type 2-like ZEBEMHHITIX. BIHBERILED type Ltype 1-like &£
RSO JAK2 V617TF ZEBMHI L U EM 1= %,

CALR ZE(X. PMF | & post-PV FE1=1d post-ET MFEFID EH 512
HLTH, FAEEMBHEIEHE (HCT) BITHOEL OS E&OELE
BHRETE (NRM) EHEELTLS P, PMF (n=97) F£1=IZ post-
ET/post-PV MF (n=36) IZxt L CRIfEEMmMHEEHE (HCT) &=(+1=
BHE 1BHIERRE LEHAETO 44 OS EIAIL. CALR EEBGEHFIT
X 82% TH--DITxt L. CALR ZE[ZHH (CALR FAEE) TIE
56% T#H o1z, CALR ZEFH4HID NRM [ CALR B4R L LERTHE
[ZIED 2Tz AENRMIZZERETN 7%HE LUV 31% ; P=0.024) *,
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MPL Z£(X. PMF EFICHE T HZHBOAES OE VIEEPE MK
EHEOURIEMEREELTLS ¥, PMF 2B D 10%(E JAK2,
CALR. MPL WFNIZHLEEMNH DALY “triple negative” MPN &
FFIENh, FRFARTHD 2%,

ASXL1., EZH2, SRSF2. TP53. IDH1. IDH2 Z 2% “high molecular
risk” ZEREAH I, OS BLUEANREFHREOBFELEMHELHE
ELTWS, PMF B&IZHIFT5 ASXL1, EZH2 8L U SRSF2 ZE D
HFEIE. OSETOFARFTHY. ASXLL, SRSF2 &L U IDHL &
t=1% IDH2 ZEOEAIFANKEREDFARFTHS *¥, TET2 B &
U TP53 EEITDONTH. 2L FETIBRPEMREGLEEDSEL
DEEATH SN TINS %, PMF £ 879 flexd % & L THMBE
BENFRMEEZTMLEMEICLSE, FRNESEOHIEETF
(ASXL1, EZH2, SRSF2, IDH1 #7#=IX IDH2) M 56404 EH 1D
[CEENHDIEBETIH. ChLDBELREFOVTHIZEEENGVESE
LHRT, &AHFHHEOPRENEEICEN ST (81lvs 148 5 A ; P<
0.0001) *, LM LGNS, BMOFEREFEEELEBEICETE
HEEIHEBFIN-DIX ASXLI ZEDAHTHo1=., PMF EE 797 fI
FRRELTEEERGFD T8 OFEFAICE T 544 M7LZIHEEZE
Sl L = ZF D DRETIZL S & . high molecular risk ZE% 2 DLUE
REITHEHEIE. TZEDHWEETLFTAH L, high molecular risk %
EN 1 DOHADEBELLEKLTE. 0S BLUVEAMFERHRHNE
BElCEWI EMNHERESIN Y, OSOFRRIEE, high molecular risk ZE
B 2DOULRETHEET26FETH>=DIZx L. high molecular
risk ZEMN 1 DOHADEBLEELNGTVEETIE. ThTh 70 FL
R2ETHY. BEANFEFLARIETEINEN 66 F. 11L15F, 2675
TH-o1=,

PMF B& 570l &# xR &E LT OSIZHT 5 CALRZEE L ASXLIZER
WA DEEZ T L =fZ#T TlX. CALRC(/ASXLI(H)ARLEELER
HAFELLTRESNTz, OS OFRIEIE. CALR(+)/ASXLI-)fITEHRD
£< (104 %) . CALR()/ASXLI(H)BITHR L5 . CALR(+)/ASXL1(+)
il & CALR(-)/ASXL1(-)5ID OS hRIEXFEFRE (5.8 F) THo1= >,

R M ZBMAEF £ OFKEM M /)i fE

JAK2 TV 12 FEER%H#S5 PV IX, JAK2ZEE V617TF ##5 PV &
LERT, ZHEBATOAESOEVENEEIZE ., M/MEEE LUV
HmMBRBIEEICEN 288 ET S ° LML, JAK2 VB17F &
JAK2 IOV REREDELLDEED. TNICHES MIEE. MF £
IEAME~DEE, BLXURTDEEIREETHS,

CALR ZEZ##S ET I&. JAK2 F/zl& MPL ZE%#S5 ET KU EHE
FEFEMNMEC. BEICZ(HoN, M/PMRENAEL. NEJBOEVIE
MMEC ., BMEREAMELS ., MIREY RIVMNBENS L #HBETH—A.
MPL ZEDHFEITBHILY R DEREBEL TWSAHEENH S
B LM LAEMNDS, CALR ZEE 0S ¥ MF £=[EE ME~DERL I3t
LTEEZRIFSHNS, 512, CALRZEDEEX, ET OMRE
VRO E%F AT 2EEFH®RAOT THH International Prognostic
Score for ET-thrombosis (IPSET-thrombosis) [C3{ BELEE X RIF
Mo,

PV 8L ET IZEEET HHDERFDOLL DMNIIDONTH, FETFER
REGEFOEHE/ZENRESN TS ¥, PV (n=133) Fi(F ET
(n=183) B¥E 316 FlDar—rZBWNT,. 32D TKSA/1\—] TE
LN DZIK/ZEN PV EF 70 6l (526%) & ET EBE 96
(525%) TRIEESNt=, TET2 (PV T 22%. ET T 16%) LU
ASXL1 (PV T 12%. ET T 11%) DZENRIHEENSVVEETH-
f=o PV BETIE 3 DDOZHEF/ZEE (ASXL1, SRSF2, IDH2) A\ 7g
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&Y 1O FEET S E. OS BLUE MF AFHNATRR EH o f=h,
BOMRAEFHRMICHT 2AELGEZEEIREDoNGN o1z, EEESMET
T4. ASXL1 & SRSF2 IZ[ OS 2T 2 FRMEENRO O,
ASXL1 [T#RHIE~DFIT) RV DFBIERFTH >, SH2B3. IDH2,
U2AF1, SF3B1, EZH2 5 KU TP53 &L, ET EE®D OS., £ MF &£
FHES FUVERNMFREFIRZRRICT SFELBKREFE LTRERRE
Ihtz, ZEEMATTIE. 0S &L UVE MF EFHREICHT 5 U2AFL E
BLEAMBREFPBICHT 5 TP53 ZED T RMEZHER TR
nt-.

CWaE

BHRESD WHO 258X, 2001 F(CHHTARIN, BEICEHS
NE-EBOZHEELZH-LTHENS L UVBERNGERICEDLNTH
B95EEBIC, FiIC@BBIN-EBEEMZMEAALT-HIZ 2008
ECEFrINT ®Y, 512, 2016 FIZELBURETS A, 2008 FiR
WHO R EDOARLUBRICEHOMNIH - -BROME. F&. BEFEM
R. REXRRY, BEEGFEOT—42rHATNT S,

2016 FhRD WHO ZErEEIZIFIRE. PMF EX U ET [TXT 5 JAK2,
CALR 8&U MPL ZE DN FEGEMIRE. PV IIXT 5 JAK2

VBL17F E£1z(F JAK2 TV VY 12 ZEEDHFEGLFHNRENEENT

V% 8, JAK2, CALR & U MPLZEMNLZWMEEIX. 70— 5|

DI—N—DBFEEN PMF DEELZHBLED 1 DEH5D 5, Thibld

=t ASXL1. EZH2, TET2. IDH1. IDH2, SRSF2. SF3Bl&{&F

DEENKAEEDV O—VZHET IDICTHERATH D EHERHS

nTLB*Y,

MF [, PMF & LTHI5N % de novo DEE L L THRET HI5E L.
PVEXLUY ET o DERLICK Y RET 556N H S (post-PV MF F
fzI% post-ET MF) *°, Bifg#t{L/40H# (prefibrotic/early-stage) (1A

TRIfRIEILEAE 9 5) PMF (X, ERERBOEM, KK EMDIET.
BoUVICEHARROEHERTZENEMEREMET S, LML, &7l

RHEICE PMF T, IO LG ERREIELNAONT . ET LB2HSHh

B ERHD P, 2016 FERD WHO BEEETE ., RERICLFSY

UHRHESAE (reticulin fibrosis) ZEROLWN LG E, BHERDIZRESE

BIFTRIC & - TRIfRMEE PMF 2E0 ET SEBRI3 510, ARt

H# PMF L #R#1EHEA (overt fibrotic-stage) PMF [ZDWNTEBIDEEEM
RIFohTWS S,

International Working Group for MPN Research and Treatment (IWG-
MRT) O#MZETIE, ET LBHSh-EE 1,104 fINFFHESh, F
REFIMEBEATCOREBEHLE L —ITKY ., 891 il (81%) A ET
(WHO E#IZ & YER) . 180 il (16%) HRIHRMILE PMF L2HF S
iz, %YD 3346 (3%) [FFHBEREETH >z . Grade 1 D MF D
SEE, ARHIEH PMF BBOALNEN o=, 51T, BIMIKHK,
m/hiRe. mEFLEERRKREESR (LDH) EE. kUM aIseiiiRfE
DFEEIFHREILE PMF BEFBOANEN 1A, ANEJTDEUIE
X ET BEBOANEMN o=, REIOERKERIRIE. ARMILE PMF BE
DENFEIZRRTH >, AIRMHILIAD PMF BEIZE TS 15 F8
RO OS &, AMFIRIEER L URHILETEL. ThTh 59%.
11.7%. 169% T&H >1=, ET BEETIEX. ThEh 80%. 2.1%,
93%TH o=, ZEEMN T, BHOKREBMEBFWATRICEFLARM
(P=0.03) . BIlf&®E:{L (P=0.007) & Kk URMEILEBA~DEIT (P=
0.019) ICEAT 5 FRMEERLIROONT-, LA > T, AR
PMF % ET &#5R19 5 ETIX. BREOMEZHIFT RO EREGFEAT
AIRTHY. #IC ET BERIRAOHKRKFERMNARELE MF B& £
YDEEICRIFTHACEMD, COFHEFIFEREIEETH S,

PV DML E -, BEMD PV (masked PV) # ET LERIT 1=
HIZHRENTWNS (NESOEVENEHSET 1859/dL RiF. THET
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16.5g/dL RFEDEBEHICH TIEHEROAERUEAMONATILNDS) &,
JAK2 VBI7TF /=1L JAK2 THU VYV 12 EE%EH L., WHO E#E(ZHE DL
PV DREEZMIFT R B HEE 397 flExR & LI-ERLRHAE T,
257 BIAY PV @ 2008 Fhx WHO SZHE#EFT2ITH-I HEED PV
(overt PV) &M ht-, BYD 140 HliX. ZHBEOAES OEVE
MEMT 18.5g/dL *Ki# (#E 16.0~18.4g/dL) . &4 T 16.5g/dL K
(#3F 15.0~16.4g/dL) T. EETRFXHENI) XAKRIF> (EPO)
EEZESEETEY % masked PV [ZHEEINT- °, SEEMRTTIL.
masked PV DI, BMBREA 10 x 10%L 282 % 65 mULDEE
BT 2EGFEFEAROMIM LI-FRARFTHo 1z, CNODBREF
ML, masked PV BEDERIRIX overt PV EEDZE N ERIEET
HofzZ e, NEJOEVEREZRDHDDIBEFEO—BRIIEARLLT
overt PV BRI RETHEHZENTEINS, REDHAERRERETH.
OS. MBES L VRKEMDFEER, 715 VICEREDHEEIL masked PV
EBEL overt PV BETRIEBETH > ENTREINE P, ThEZRIT
T. PV OFELGZHEEINRETSNA, AEJDEVE (BEHET>
16.5g/dL, ZtET>16.0g/dL) Fi=EAT YUy b (BHET>49%.
THET>48%) OFH&E. FHAZZROMBEE EEM
(hypercellularity) ZM23 5-=ODBHERMNEMSNT 8, LHALE
N5, BHEOMMFRMERIEMNE (BHETIEANES BE Y >18.59/dL
[N ROy FT 555%] . KETIEANES/ OE Y >16.5g/dL [AT
F2 1)y FT495%] ) & JAK2 VBITF £1=13JAK2 TH Y Y 12 FR
. EPO ENEETRZ TRILSEE T, BHERNSLELZ A
BEMELH D,

MPN DZBlL. 2016 F£hR0D WHO ZHEEICE D RETHY .. B,

BRRRE. 2EARRESLUNFECFHREDER LA L THET
LENHD, PMF EZBT BIZIX, 2016 FEhRD WHO ZBTE %2
HENTWDESIZE 3DDKREEDITRTENREREDDIELEL 1D

%E?rﬁt?z“z\%b\aﬁé B#IZ 2016 FERRD WHO RIS T
WBKSIZ 5 PV OBZEIZIE, 3 DOKREEDTRTH, YD 2 DD
REHEL 1 90)4\%;@&,%7‘_744\%\356 H. ETDOZWIZIE, 4 DD
REEDTARTH, XPD 3 DDKREEL 1 DONEREFRB-TWHEN
Hhd, REEBLIVNEED—EBIZDOWTIX, ZE7ZILITYXLOD
TPMF. PV AL TFET D 2016 FikD WHO ZHrEE) #SRBDI L,
Post-PV MF FE7=I& post-ET MF DEERICDLNTIL, 2008 FHrD IWG-
MRT ZHEEIZEDE, WHO EETEZRINT: PV =1L ET OZH
& grade 2~3 (F=IFFHMBEREIZR U T grade 3~4) M MF DHELEL T
BaIh, oD EL 2 DDINEEEH-TVENDH D 2,

MPN & Hhh 358 DHEE

MPN A& 5 BEITIT O RADOFMIC ., REREREZFDE. B
Bofz2. Mmie/HMEROM. DMERKRERFORR. & VHIM
B/ ERERBEDREEEHINETHDH. BRRELLTE, mEL
Mk, MERBEZECEAENGELFRE, )5 LDH fE, FFHaE
RE. MiEEPOfE. MABEHDAEZITINETHD.

RIEMARAZFAN=EAL in situ N/ TYFALE—>3> (FISH) FZF
IS ERERERAR) A 5 —EEERKRE (RT-PCR) i%IZ& % BCR-ABLL
EREEYORE L EEEREEANMAE (CML) DRI, FEEBRIEME
EHI2, EABEEES AMEREME KU/ F = (XM/NMRIEMAZED 5

NZBEICHLTHICHREIND 8 JAK2 V617TF ZEDHFEIEFM
BREF., TRTOBETITOIRETTHS % JAK2 V6I7F TERENE
HDHEEIE. MFEXUET B2FIZIX MPL ;botu CALR ZEDHFiE:
FHREFITORETHY. PV HEEHN D JAK2 V617TF EEZMDE
FICIFX IAKR2 TH VY 12 ZEDDFEGCEMREZITOIRNETHD

15,16
[
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SRERE (RT#EHMIEHE] PMF, ET. masked PV) TEHDEEFHEFH
FEREICERNT HICIE. BRHENSLUBHERE L) /D —LE &L
CLFH Y OEBICKDEHE. BOVICEHOLEBARKRE KBS
+FISH ; BHARSITELWEEIERHELTITS) PBETHD
8051 BHNMBFMNRETIE., MIEFEEDEME EREKDOEENH
bhd, MF ThnlL, LFV ) LB TEHRBRHIEIAER TS,
2016 FhRD WHO ZEREZEIZHF SN TLVSH K312, MF-1 grade %
MF-2 E£1z[& MF-3 LRI HICITEMD F )V O—LEBENHREIN
%8 PVEEIZET NS MF ADETIX., BREBRTOHZEAIRET
Hd, ==L, PV EEDS> 5. FRttEofxtpRmekiEmiE (B
TEAESOEY>185g/dL [AT k51w FT 555%] . KHETIE
ANESJRBEY>1659dL [ AT RU Yy BT 495%] ) &
JAK2VBLI7F £1=13 JAK2 TH VY 12 TE %6, EPO ENEE TR
*TRZ2EETE., BHERSIDELZOAREENHS

Ef& HCT #£E3 5 MF £&I(C(E, £ FAMBKRR (HLA) HRE#F
1T 2LENH D, PMF BEIZHITSHEFE HCT BT HEBRET
[&. high molecular risk Z£ (ASXL1. EZH2, TET2. IDH1. IDH2,

SRSF2. TP53) MEEMNSEIZLBHEENHD %, Post-PV £zl
post-ET MF & I(ZH 115 Zh 50 high molecular risk EED FEMEE
. $F5< SRSF2 TE#H5E LT, FEBIIATLEL >, X
HE—47r 2P0 (NGS) #ZRWNAZET, DL DHDEEF
BTV RVEREDL JAK2 5L MPL ZEDZHAL PV B8&U
ET BFTRESNA TS 3%, NGS I[ZDWTIE, KA L LTZ L DK
RTHERIZAVWLNTVWSDAH T, BEZETD NGS DIL—FH

FRIFEIISINTULEL, LAMALEAL, BEDWKR BIRIX, JAK2,

MPL. CALR OWWFHIZHLEEMNHDNELY “triple negative” MPN 73
E) T /Y A—UHEZEHRT SOITERELIEENH D,

MPN BE T, —f&EH L EATREMES & UL/ MA2 AR D
JAIMNEL. ThHNERIE MPN BEDORREBILOETOKREHE
BEREHE->TULVS %, %KM von Willebrand 5% (VWD) (&, #4 7%
MREEICEHTSIRETHY .. HICHENSLDIEF Y >/ HEIEMEE
£ (48%) L EHBEEMEE (15%) THD., MPN BEFICEITS%
XM VWD &, ET BF (11~17%) THEMNZHWLA. PV EETEH
LNBAEEENDH S ¥, BRI DNRBLEEZT5EE L M/MMR
HLAZVWHERRATHOELAH 5N DBEICIE. BEKREET>T.
%X VWD (1% von Willebrand E-F#/EDBIXE. von Willebrand 1)
A bEFUMHEFEME. von Willebrand RFZEFDHTH L UE Vi
HFEE) 020t EERE (o o> EUERE, B Ay
RTISRAFUBBELUV 74T/ FUENE) 12T 558 M%E1T5
ENEERIND,

£ B IE 1% D 574

MPN (& QOL. 4 EHES L UVBAELEERHEDETICOHENASZEL
ERTOT 7ML EHEHMET S >, MF BB T, 25ER (B2,
BT LUVHERD) A PV F£-F ET BEELVEWNEETHOND
9, MPN BEMNET 22 BEEETME L -HKEDHAZE (Landmark
study) [C&b &, D 1 FL ERTICEREEEEKRZHRE L TLMVE
FEDEIEIX. MF B2E T 49%. PV B3E T 61%. ET & T 58%Th
21z %% MPN E£#F 1,179 flzx&K &L Li=4A >S54 VIAETIE. BRSF
BOARLELL HONIERT, TOHEEE MF EE T 84%. PV £F&
T 85%., ET BET 2% THo1= ¥, TOMDIERIL. FE (52%) .
BT (49%) . BfF (44%) . FEE (14%) . KAEFD (13%) B ET
Hot-,
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REREEROFEZEMNE LT, HRAGEY—ILBRAFE SN, MPN &
BOKRBEIAR—FEHEE L TRUUABER I TS 0%,

Myelofibrosis Symptom Assessment Form (MF-SAF) (&, 20 ®I&EH
THREINLEEEY—ILTHY . ZEFZREEL MF BEEERK. EE
[ZHSER (BREBER. BRFLIIESTERE, FEKE. ) |

LHER BT, BE. BF. B, KERYLD) XU QOL DM
[CAWLATLS *°, MF-SAF [£#IZ MPN Symptom Assessment
Form (MPN-SAF) & LT 27 IBEEMQFHIEY —ILIZHiES . ET B&
U PV ICEEET HEK (FIRE. B8R, £FH. FEMHFL. B
HHFEL, BEEHSLSALRER, LUKWBRELEFEYEYR, M5O, #
HIEE) OFMEAEME N %, MPN-SAF L LI=HDELT
MPN-SAF Total Symptom Score (MPN-SAF TSS; MPN 10) AMERK
Sh, INEFEBSAE-ERGEMEY—ILEGoTEY ., EEELER
FREBROMKRICE T, MPN BEICHAONSIRELEEL 10 K
(BEFZE. EFHET. REBER. FEKE, &F. &BFE. 85,

BEEHARE, AERED. HB) OFHEICEASATNS %, 3 DOE
WER@ Y —ILIX., LWFht Brief Fatigue Inventory S THEASI N,
ERDODEEEFBEBEN 1~10 DRE TFHET 5.

TRTOBEICH LT, A—R54( VEOEROFE & ARBETO
ERBBOE=FY VIMHREND, R—R5/ VHOLEERD
SFEIIE MPN-SAF A S h, ARBE TOERBBOE=4 1 ¥
7121 MPN-SAF TSS MR S h B %%,

BREREED EE

BEODT TA—FIX., BEATIX PMF & post-PV E7=I% post-ET MF
ETEKRLTHD, MF LB EN-IRTDEEZICDOLNT, MPN
DEBICRITH-EMESE~ADBNMIRCHERESIND,
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') 29 BAlE

IRRIE BB

MF BEZD )RV BIMLICRLBRAINTLSFEFARITY VY
VAT LI, BEFEFRARTY TR T L (IPSS) | dynamic
IPSS (DIPSS) & U DIPSS-Plus ® 3 DT#H5d &%, &=, YRS
BAtZ S oICRET HNK, EERRZHEALAAZMDOFERTAE
7 )L (Mutation-Enhanced IPSS [MIPSS] # & U' Genetics-Based
Prognostic Scoring System [GPSS] ) MBFEIhTWLS %%, Th
SDETILA MF BEDVRVBANLICEKEASINS K SI245IC
F. B HZYMBRIANTARTH S,

SN X BRMEIZIE IPSS ZEATRETHD ., BAEBIET
D MF DY) R4 EREIZIE DIPSS-Plus DERAMNEELL ¥, #%E4H
WATALGLMESIL. DIPSS 2FAT A EMTES

IPSS

FEBAEBPREZRBRITIMILEFTRRFE LT, SHEER 65
BULE. 2BEROELE. NESJ/DOEUE<I10g/dL., BIMmEkE>
25 x 10%L, BLURBEMFHK=1%ARESNT= ©, IPSS TIX. 2
WEFICRD LN FELARAFOEH (FNZn 0E. LHE. 2@, 3
BLLE) ICEDWNT, £F% Low 'J R . Intermediate-1 ') X &
(INT-1 ) R %) . Intermediate-2 ') X9 (INT-2 JRX%) . High VX%
D A4DDYRVEICEAEL, EIVRIVBICE T4 FHBOPRE
. #hZTh 135 nB. 95 nA. 48 nA. 27 nATH-1= (P
0.001) ,

DIPSS

AERROBEHARHPICZEOFRFIRAFAEFHARICKEITZEZ
B L~ ZDERDFBINTIE, TNTOERTHRITFHEEELHES
NTW =, 2L, EMORERIHME L ICEFRRICEREGZE
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#RIFLEz (HR [ZtbDFERFABRRFDEEFETH 1) ®. TD1=d.
Wi-IcHEIN-) XY BRIIES X T L (DIPSS) TlE, IPSS ERL
FREH (ZDHEBERH 65 BUL. 2BEKRHY. NEFDEUEL
10g/dL., BMBRE>25 x 10°/L, B L URBMHFKR=1%) AFERASL
f=h, NESOEUE<10g/L [21E 2 R4V AEIY BTSN,
DIPSS [3HEEDBRBHIDH LD IR THEAT I LNTE, BE%E
Low JRY (FHEFABRAXI70R).INT-1 URY (FRFRRO7 1
RERIE 2 8) VINT-2 URY (FRFABRRO7 3 mEkE 4 5.
High JRY (PR FIBRIAT5mERIL6HR) D4DDYRIEIZE
AEL . BRUVRVHEICBET2EFHROTREIL. ThThERE.
142 %, AE, 15F8TH-1=%,

DIPSS-Plus

FDRDIMEIZE LT, PMF BEICEITS 0S L UVEAMKEREY
BOFRR%ZRY IPSS v DIPSS &M L= EMDFEREFELT, &~
MERBMOBESE, M/MREELUVFPERBRRENRESNATILNS @
B, M/MRBLERIEFEIBRZEZEH S DIPSS Low U RV DEE
TlE, £FEHBO D REN 6.5 FTHA DI L., Zhid 2 DOEM
BREAFALGNEZOEFHMIE 15 5825 Y, AEIZ. hd
DEMDFEZEAFZE 1 DTHLHT S DIPSS High URIVDEHEIZEIT
SEBEHEOFREN 1.5 FERETHIDIZH LT, ZhoDFEE
FHARVEBEOEFYRTIEINIETHD Y,

DIPSS [& DIPSS-Plus IZ&RZE &, M/MrEk<100 x 10%L., Frinskés
MOBEESLIUVFERFERE (EHEZE. £LE 8 FUYE—,

del 7/7q. i(17q). del5/5q. dell2p. inv(3)F7=I& 11923 BHER%E 1 D
FEF22BHZER) NEHELTHAAENE Y, DIPSS-Plus T
1. BIRD 8 DOB/BEFIZEDINT, Low YRY (BEBREFAHL) .
INT-1 YRS (BREFMA 12D).INT-2 URY (BREFHA 2 £(&
3 D) . High YRS (BREFMN 4 2ULE) O 4 DD RVEIZESR

ZRAMEL. SEVRIVBICE T 2EFHROBRIER, ThEh 154
F.65%F. 29%F, 13FTHoI=

Post-PV MF &' TFpost-ET MF

ARDFEFRRITI VI VRTLIE, PMF BEDHERRITHKRE
Sh, ZHUMIERSINZIDOTHSIM. BEKTIX post-PV FizlE
post-ET MF E2E D RV EBAMEIZEERA S TULVS, Myelofibrosis
Secondary to PV and ET-Prognostic Model (MYSEC-PM) [&. ANE%'
AEUfE (11g/dL Rif) . REMEFEK (3%LLE) . CALR OZEEKIR
(CALR ZELSDOZER) | Mm/MRE (150 x 10°L ki) L U2 5
JEIRIZEDNT, post-PV S & U post-ET MF EF EEFFHRHMBAREIC
BH4d4DO0D') A8 (Low, INT-1, INT-2, High YU X%) IZEBRIE
TEHEHLLWPHRETILTHD . £EEHHODRIEX. ThEhkE,
93 &, 44 F . 2HFTH21zc TNOLDMREEERT SH-DICELS
BIIAREERT SLENH D,

AEERE

A= O>

AV —JzzAYa, RIAVE—T AV a-2a B IURT A 42—
AV a-2b A MF BEFEO/NMNIEGEFEBAR TSI TS,

R2pHnEE (PMF EE 1261, post-PV MF EE 7 #|. post-ET MF &
F 11461, PVERE 24]) EXRELERTARMHARIZENT, 4104
— 7By a0 FEERTAVA—Tz0Y a I2&DEEHEE
(ORR) & 78% T&H271= (9.4%M5EELEH [CR] . 37.5%MEHE
% [PR] . 94% M EEERMIKE [Cl] . 21.8%ARE [SD] )
Low DRV BETIE., JETHEMDEENZTNEN 9.1%. 50%.
9.1%. 18%TH o1z, BEDHENIRERDIEFADS L. BHER
[Tk BEHEMAIRETH o1z 15 flh, 7 HICEHMIBEEDETHIAS
. 3B CTERMREESLIUBHBEDERLGRELLFIIUEL
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VaS—SUBHIEOERIERINT:-, BERYBPICEHEREZ
(Fr=BE 226055, hR{ET 2 FRODEBEEZ(T1= 12 HlTHAE
EDETHNEEIN >,

RTJALA—T7z0OY a2all&kBBEEZT-REH MF 25 62 il %
HERELEADEARUARTIE., £HEKRDORE & M/MRIEMS &
CEHMEKIEMDSELGEEN. TAETH 82%. 83%. 69%NDEET
BEIh, BEOHE/ID 46 5%DEETHLNTC,

IFYVYF=T

ILEYV Y F=TIE, Intermediate 1) X9 £1=I& High ) XY MF DAE
L E LTRRBSINIZRADDERNA JAK2 HEFETH D, INT-2
)R FfzIE High VRO MFBEIZCE[THILFV I F=TDREMH
BLUEMELS 2 DD 11 HHEAE (COMFORT-I £ & U COMFORT-II
HER) TIE@E Nt 778, COMFORT REETIL. INT-1 YRI D MF
BEEIREESALGL ST, INT-1 URID MF EFIZHTDILTY
DF_JDREMS L UEMMEIE. EHOES O F LILHABRTEILS
nTWB %, BARMBROBERNS., ERNH#DND Low JRY
MF BFIZZILFV Y FZITHEAEREIRE & 4 5T EE AV RIE
EhTWS 8, LALENS, Low YRS MF IZBIFEILEFV ) F=
TOEMEICDONTIE, BRABR TORIAENLZE@EALZ I TULVE
LYo

Low /X Z MF

WXV UF_TIC&BBEEZITI-EE 108 5l (Low JRY MF £&
25 fl& INT-1 Y RY MF BF 83 i) #xFRE LI-RARKUMAETIL.
Low J XY MF BEICEVWTEES K ULEEKROKIBLGHENR
bhtz ¥, BENTEEFZEEETHH>EEDEEIL. ZHED
64% M 5. WFYVIUFoTICLERBHMEERFICIE 16%FTETL
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fzo ZERFBHIDEEFTLEIEETH--EEDEEIE. ZHED
90% M5, WXV F_JICKERENREMBICILI7T%ETIETL
f=o INT-1 YRX% MF BETHRKOERMNBRR SNz, BRELNFE
EF-IIEETH--EEDISIL. ZWEED 53%MNb. ILFYYF
ZIICEPREBVEZERBICIE 10%FETETL, ZERFENDEESE
FXEETH - -EBEFEDINEX. ZEEED 76%0 5. ILXV)F=T
L&k DB RERBCIL42%FETET L,

Intermediate-1 /X Z MF

ROBUST B&I&. INT-1 URY D MF EFZ#R®MERELTILFYYF=
TDEMMEZETMEL-EERE | HRBRTHD (BT 484l ; INT-1 J X
2 MF & 1441, INT-2 YR MF 2% 13 KU High ') X9 MF
BE2LH) P, FEEAIYRRA D I, 48 BREOLFVYF=
TIC& BABREICHEIERE (BATTRE IR O 50% L EDFE D
F1=1E MF-SAF 27 M 50%LULEDIET) #ERL-EBDEEG &
INtz, 48 AR T, MEREHALAED 46.7% T AT a4 EER D
TEHELEDFHLONEDO N, COVNRIFITRTOIVRIBETHLN
fz (INT-1 U RY BED 51.6%. INT-2 1J R EEHED 37%. High 1) X
HEBED 48.6%) , 48 BRERTD MF-SAF a7 M 50% L EDIET
F. IREFELAKD 208%DEETERIN, TRTOURIETH
Sht= (INT-1 YRIEED 21.4%. NT-2 YR EBED 23.1%.
High Y X9 BE&®D 19.0%) , MF-SAF X7 DREIL, INT-1 JRY,
INT-2 YR, High YRV DEET., TnETh 80.0%. 72.7%.
72.2%IZH b1 t=,

JUMP BRI, IREEDEJ|ERHALY INT-2 Y RT F =X High YRS
MF B#E & BN TIEEE (BB THM S 5cm LLE) INT-1 URY
MF BEZRRELTILFYYFZIDREMS L UVESMEZTML 1=
MR7OERE Il BHABRTHS ¥, HARTEEE Loz INT-1 YRS

MsS-10
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MF £3E 163 D55, 24 BH LV 48 AR T, TNEN 63.8%H
& U 60.5%DBEHNAMATEE L EBRDR—ZX T4 5D 50% LU L
DFLEERL. THEN 19.6%H KT 21.0% 0D EEH BN A] e/ IR
fER®D 25%LL L 50%RFEDFDZERL -, MEATREGIRERD
50% L LDV EERT HFETOHBEDORRIEL 4.7 BT, CDH

MO SN DHERIL, 48 BRFSA T 91%., 60 BERFM T 88W LTS
nit=,

Intermediate-2 /X Z/High Y/ X 2 MF

COMFORT-| 77828 &5 £ 1f COMFORT-I| B#* S HEEDEERIZL Y, LF
Y F Ik BMBEAEET MF BEFBICEVWTHELEBRHIAR T 4

9 MZDEMNBZEMNEIESA, T5EARDIFEL INT-2 YR FIE

High 'J X9 ® MF (PMF, post-PV MF ZE7=1 post-ET MF) B&IZ3%
IRETRELL R EDAEE (best available therapy : BAT) &HEELTH.
gy A4 XDFEL. KEREEROHE. HHUIZQOLELUL OSD

RETHELGHRELRDONNT=,

COMFORT-I ;#E&TI&. INT-2 1) R E£f=[X High Y XY MF B2#& 259
FALEYYF=TD 18 2EEES (n=155) &TS5tHR (n=154)

ISSUALIZEIY DN 7, LEXVYDFZIORBRAER. X—
R4 UEOMNMRBRIZE SV TRES A (I/MrEA 100 x 10%/L~
200 x 10°%L DB AL 15mg -1 BH 2 [, 200 x 10°/L #BZ 3BEE
20mg-1H 2ME) . A FILTHRESNEEOELEZZEO-EE
Tlk, 75ERMSILFYNFZIADY QARFT—/IN—IHFaT ST,
FEIDRKRA U+ (24 BEED MRI SHETOEIEATED 35%LLE
DFEL) (TELF-EEBEDESIE. TS5 ERED 0.7%IZHLTILEFY Y
F_IJHTIE 419%TH-1- (P<0.001) , 24 EBFETH MF-SAF
AATFIC 50%ULDHENAONT-BEDEEIX. TS5 EHRED
5.3%IZxt LT, LFVYF_JETIX 45.9% TH-1= (P<0.001) ,

REIDBHMERICK Y. INT-2 URS E£F=IE High JRXY MF BEDA
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BICETRLF VI FIOREME EFGEHEEIEIEE S N 28,
SEDEBHT—RICKDE. WXV IF2TDOBREEZITI-EETIL
To2EHRDHEELLEART 0S OHhRENEN > RSN (T
SERIZE|YFIFonf-FEETOH 200 BRI<x L THRE ; P=0.025) ,
Spleen response (RREEABEDAA—XZ 4 Uh 5 35%LLEDRED) (1.
LWEVYFTIZEYFIFoNTEEZD 59.4%HER L. spleen
response DiFGHAMN D RIEIL 168.3 BREITH 1= B, DB DEE
RT. 1L BINTSERBEMSLFY ) FZJHEHICH/ORF—/—L
TW:z (P BRF—N—FTOHBOFREE 39.9 BF) . HITJ L
—JEMTIE. MF OJFE (PMF. post-ET F71=IX post-PV MF) .
IPSS YRV E. JAK DZEEKR EEFEIXEN) 28T IRTORE
BYHITIN—TTILXVIFZ_IOERDEARDON, LFVF
ZJICkBBEERZIT= IPSS INT-2 YR E KXV High URI D MF
BEHEICBT, BETIEHAL OS DERERLA SN, LAMALEA
5., CORBEIEYITITIL—THNOAREHECTARAEOAENMERET
BESCIETHSAINTELT. TNETOREAELHEZR TLVESL
07«-: 83,86O

COMFORT-Il EHE& TI&. INT-2 1) R4 Ef=[& High J XY D MF &% 219
BIAIILFY ) F_TJE (n=146) & BAT & (n=73) TS5 UFLIZE|Y
Hronf-" FEITY PRS2 ML, 48:BAD MRI £1=1& CT 53
TOIRBATED 35%ULDFLE SNz, ILFV I FTORERAEE.
R—ZXSAVEOMPMRBICEIVTRESIA: (M/DIREH
200 x 10%L AT DIHE(E 15mg - 1 B 2 @, M/MREAY 200 x 10%L %8
Z5BAF20mg- 1B 2[E) ., 48 B S TRIEATED 35%L EDHED
FERLI-BEDIEX. BAT #T 0% THo=DIZxt L. LFVUF
—JHETIIE 28%THo1= (P<0.0001) , ILFVYFZTIZkBARE
ZZITBETHE. SHHOPRENREL LY . BEHAMPRE 12
7 BDEERT 80%NEENEMZHHRL TV LEXVYF=TJIZk
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BEETZIT-BETIE. QOL LEEIEEICHENA oNT=[EH . BAT
BLURTEREEEEROAELGELVLREOONNT, REDEHIZKY.
WXV IUFZTEXINT-2 Y RY Ef=IE High ) A9 D MF BEIZH T,
BAT &Y 1ML AMMES JUVAFHHOERORATENA TSI &
RSN ¥, 5 FHRORBBFERTE. LXVUF=JHOD
53.4%AEEFOEEDR R CEBATED 3B5% U ELEDREDEERL. K
HREIC & Y BRREAATED 35% Ll E DA R L TULV: (BrgAR D F
RiElE 32 F) ¥, 0S OHREL, ILFYV ) FITHTIERE. best
available therapy #TIZ 4.1 ETHo 1=,

COMFORT-I i#8& & COMFORT-Il SERDHFERET TIE. LF VY F=
Ik BBEEZTT- INT-2 )R FI=lE High URI D MF &&FT
OSHERL. ILFVYYFZTEH®D High ) XY MF EED OS HxtHR
BOINT-2 YR MF BB LREBETh > 2 ENREINE ¥, R—
RS54 VEDREY A ANKENZEE, £EEHRENELC LI ENSE
FROBOHONID, HIBREDRBAEBEORLD (BFEY(4 XD 10%%
HBZDED) MM EERD 25% U L0V ICEFHMER &
DHEEMNERD ENT

=t

LEVYF_JICHET 2MEEETRLVEENSVLOIFEM S M
IMRBLTHY ., COZEITERBFLEBLTE Y., grade 314 DE
& f= X/ MR D O FE RS AERB® 8~12 BMTaEMN 1= 778,
COMFORT-I SRERTIX. BUREMm. FEMHHEL., BEAILFVYF
—JICBEEL-ELFEMESZETHY . COMFORT-II HERTIXTHA
LEV)F_IJICEELEMBEUNDELREEEZ THo 1= "8, #
LT. REIDABRTIEFEMAZTEDRERINMET L1z %,

LEVYF=JE, BMREELEDOY R VEMZEFESATREENH D
889 4%(C, A%, BITHSEMOENE. BOUVIC B BIFXYAIL
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ABLUVEMANILRIDAILAOBERENILEIV ) F_JREEZS
(TH-BETHRE SN TIVS B0, BEEOMIE - ERITOVTEED
EZANTEFTIRETHD, BEELGREELAHONIE. LXFVUF
ZODFBANIER S EIRETH D, FEEFEILEBEESEEZRDOR
ROAHGNDBETIEH. LXVUFITEEZITHD, V1ILRADE
SEMEAEICE, BRERAA RIA VIS THREEE=R Y VT TN
ETHD,

FERLIDZELINF VY F=TIZHT SR

COMFORT-Il R TlX. N FELGFHICEL S MF EZEDITATOY
TIN—=TIZEVWTILF YV FJICERMEDMES K UEFHRE
RLEOBEENAEOONE: ¥, PFEGEEMNICURINAENVEER
(ASXL1., EZH2., SRSF2. IDH1. IDH2) MEhnEFh 32.5%. 7.2%.
4.4%. 3.0%. 0.7%. 0.0%DEBETRIEIN. ChoDHEEFILF
Y1) FZJE L best available therapy X TR TH o 1=, RENDED
(5% ZHEA HEBABEDRL) ( FEKOBE. GLoLITLFVY)F=
JICEET 280 L VCIM/MUELDO)RVIE, ZEETO I 7410
BERBJZITRTOY TV IL—THCREBEDHEE TRz, DFE
EZHIZ) R IDNENER (ASXL1, EZH2, SRSF2. IDH1, IDH2)

EFHETHEETIE. LFXFVIVFIJICKYVEFHRNERT D ELD
2. ETYRIMPET L, NF—FEIE057 TH-1= %,

B—DlETILFVIFoTREEZZT-MFEE S HlZdRE LT
ROBEHTH, ASXLL, EZH2 B XU IDHIR ZEIZFEFR L D&
MEBEH SN, ASXL1, EZH2, IDH1/2 O #H< EH 1 DICEREZHT
ZEETITAEPLEETTOHME 0S NMEM > EMNTRENT %,
LA LGNS, COMFORT-II SHERDFER & (XXM, ASXLL.
EZH2, IDH1/2 A%< EH 1 DIZEER2HF T 5EE TIL. spleen
response NG5 NS AIEEMNEEIZEN Tz, ZEZ 3 DULEET S
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BEOERIRLFARTH 22 &b, MF BEICEITHAKRE
TIHERDERFOFEAFTRATHLAREMENRE SN D,

[FEE R FEHE

E# HCT (. MF BEICRIERZ Lo LBRZEDLIHE—DE
BETHD, L LGNS, BRBIRMNATLE(CH > TAHERED
NRM W& 53, 3~5 ERAD OSEEE LU NRM X, ThEFh
30~61%& 24~43%TH5 °, MF E2E 289 flzxHELI-L TR
M) —DEBAGHBITIE. BEHCTIZCEYHIND 1DEETE
HD oS LT A, REEFEELS KLU NRM [EHEMEY—X
[ZR7F L TULV %, il 5 FHEAD 0S Bl&E. HLA BEREM K
T, thom K —#iE. FEmE K> — (URD) #BiETZEh
ZTh 37%. 40%. 30% TH-T=, LT 5 5 FEBREFIEE. £
NEN 33%., 22%. 27% THo1-. 5ENRMIXZ URD BHETEM -
= (HLAEARER F+—#BiELfthomig F+-—FHBHETD 35% & 38%
2% L T 50%) .

BHIERIEMEIALE (reduced-intensity conditioning : RIC) DixH
[2&Y NRM ABMETLTLSA., BERMIZEMATLE ELEXTHRY X
IREVNEVNSEELEDHLN TS 2% MF £F 103 xR
ELTRICIZK ZEFE HCT 251l L =BT ARG SR HXRHAE T
[X. NRM @ 1 EREEEMN 16%EH5Y, BED 3 EREIEIE
22%THo1z % 5 EREZRLERIEL LY OS BB, ThEh
51%H LU 67% EHESNT-, NRM [EELBEE FF—Z2H:=E
ETHEIZEM D= (12% vs 38% ; P=0.003) , KEEL X+
J—Z#RAWtOBRARUERTL. AEOBRILARESIA TS
103104 PMF (2% L T RIC [Z&k 2 [R%& HCT 2% (+1=E%& 233 5l & x¢
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% &L L7T- CIBMTR fZHT Tl&. 5 B AN OS BLUVEHERELTF
(PFS) ZNI&MNEFNFN 47% ¢ 27%TH-o1- 1, 5 FBEED NRM

BLUBR/ETORBESIE. ThTh 24% L 48%THo 1=,
Post-PV E 1z (& post-ET MF (2% L THAEE Z(T1-BF 193 flxxtFR
& L= EBMTR @#iTlE. 3 FEFHAD OS ElE. BHREE. NRM N
FNEhN 55%., 32%. 28% TH 1= 1%,

Fin G5 mLlE) & FF—DEE (HLA —H[EME FF+—4E vs HLA
BE URD BHBEF (I 7 EE/FEE URD #4E) H OS E& U NRM
NDRILEBEELFERF LG >TSS, PMF IZx LT RIC IZ&k 5 RIFE
HCT 22718 FIZHT5H HLA —HEHE FF—F4E. HLAES URD
BES LUV ES/FEES URD BiERD 5 FE£FIEE. ThTth
56%., 48%. 34% &7 Y (P=0.002) . NRM D3t X9 3 HLA —
BEREFF—%BiE (1%) THRLE,>=DIT LT, HLA &S URD
BELEEES/TEE URD BIETIE. ThZh 3.02% & 9.37%T
Ho1= 1%, Post-PV MF E7=(% post-ET MF (2%t L T RIC [Z & % EF&E
HCT 22 (T1-BELATIE, 3FERRATD NRM O REHEEMD 55 Ll
FDEE (FYEEDEETOD 20%ICx LT 35% ; P=0.032) &
URD #BiEZZIT1-EEF (L FF—BEZZIT-EEFETOD 18%Ixt
LT 34% ; P=0.034) THEIZEM =%

DIPSS YRH ROT7I&, BERDFRETFRATELILEMNATENTL
% 103107 kD CIBMTR 4T Tl&. Low J R4 /INT-1 )y RZ EET
FEEEMAEL ., INT-2 )RS /High ) R EET NRM A5 LMERB AR
Hiontz %, HCT 2% (+1= MF B3F 170 flZx& & LE=RD% AR
BIFERITTIE, DIPSS YRV RATIEEN RV ELU NRM EFHEIC
ML TULV: (BHERETCO/N\Y— FLI(X, High YRV EBET 4.11
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THo=DITH LT, INT-2 URY INT-1 URIE LY Low YRS
BETIEENEFN 315, 1.97. 1 THY. NRM D®ET S/ \F— KL
[FFNEFN 341, 319, 141, 1 TH-1=) ¥, DIPSS YRH Ra7
CEEOBERIERETEMN 2N, URIDBEVEEOANYRY
DEVEELYBRENEZ AT,

HCT FE4TRIM DIPSS ) XY XA a7 H' & HCT T D OS &HHBE T
52 EHREINTING BB U Lgh D, HEEAENERT
(. INT-1 YRS & INT-2 YR DEITHLNT- OS DEIFEETH
Mot-, ZEEMATIE, JAK2 FER | F# 57 FLLE. BLULEFH
FERDBFEEDHH OS DM LI=FREFTHoz. ROHLNBER
HFOHEMN 0. 1. 2 THSHHBAD 5 F 0S EFIE. FhETh 90%,

74%. 50% TH 1= '®, PMF OZWEEHN 65 RERBETHH-EH
(n=438 ; 190 HIAEFE HCT #=(+. 248 BHINRKRDEEZEZ(T1)

EXRELTEFHMICHT HRFE HCT OEEFFFEL=RDERA
FBHIERT TlX, R HCT METHROELTOMER ) XYL, DIPSS Low
DAY BHET 5.6, INT-1 URVEHET 1.6, INT-2 JRXVEET 0.55,
High ) X2 & T0.37 TH 1= %,

ULEDFHEMNS, Low YR FIX INT-1 URH D MF £E TIXRFE
HCT TR O FTHRALEMNBIFTHS Z EMATBEINS 1, =1
L. ShoDEETHEBEICEEL-AHEREESIURTELS
{HEo>TWLW3B %, INT-2 YR /High YRS D PMF BETIE, RiE
HCT ICHH LM GREEMELNRDO LN D,

SERFFE S &S U RV ERMEICE D CAREDHER
BUABREDORIRIE. VRIVR A7 LEROBEICEDNTHINT
RETHDH. BHBEHIEDOELD. OKBLEIVESEROHE. @
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MKFHEDOEHE. LU AML ~DETOFIH/ELEZBHME LT,
FTARTHDEBEZICH L THRREBR~NDEFNAHEE SN D,

Low YX 2 F/-FINT-1 YX 2 MF

Low YR E=IE INT-1 JRY MF TERAAHSNENEETEH, &
BERETRETH D, ERNAHONDEFICHT 5:BREE LT,

WEVYFZI 9 FELGFA0482—T0Y (A2 —7xAY a-2b,
R4 vA—TJxzOv a2aFxzERTA02—7zAY a-2b) PeH
Hbd, EFOFTHILTIE. MF OBEEE LB ET HERKE (/)
WM E(FEMERIEM) ST 2EMEABRBRERTHD Z LR
IhTWd, MF OFEK (£HEK. BIE. f/hRgEmM. SmEkEEM.
BESIUVUBR) NHondEE 40 flzagie LE=/NMEBELRERT
. ERFOXSHLTHEE (500mg/H. FORICEAZOAEMNES LU
EAMICEH CTHRE) I2&Y., 40%NDEEICEEKRMSEE (CI) MNEE

phtz ", EROXIOLTICERT 2BMIK. fRAKECEETRE
Thot=o BRERF. M/PMRENZVVMEEDEE THEBDERZED
FEANERBECERLEZONDIHES. Low YRY MF [Ixtd 5:#
REELTEROFOILTEEDHTNS,

B3 HCT I, INT-1 U RO D MF BEIZxT 5B REFEE LTEDHTLY
5, M/PMMREAMEBEDOEEICIEEFE HCT O-HDOFFHEAHRE SN,
ETERIZE high molecular risk ZEDRIEHEFE HCT ICEAT 2ERRE
BIAIDZENHD Y, FIE HCT BITEDFEIE. Low YU RI E1=
[ INT-1 URI D MF BETIIRIFTHLIN., BIEEEDESHHERE
RERTEAF O, INT-1 XU D MF BE TR HCT IZ& %A
BERET HEICIXEARNCRFATRETH S 09,
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INT-2 Y X2 F/-/FHigh YXZ MF

INT-2 YR E LY High YRV DTRTHO MF BFIZx LT, RfE
HCT =DM HERE SN S, EFE HCT OXRET HEEDER
(&. &5, performance status. EXGHFE. DEHSHMKE, B
BEOFLE, NEZEOREIZEDOVTHHIRETH D, EIE HCT 1L
EbLIZHEITLTHEELA, RE HCT ICAILBRTDOFHRE S ZEEH
BURELKEETROIEDEOIZ, DEFTABEZTIELLARET
%%, High-molecular-risk ZE2MDREIL. EFE HCT IZEHT 2ERRE
TRIDHZEENH S 7,

INT-2 1) X9 E£1=1& High Y RO D MF EEABEICEETBEEX. [
EOHCT MRS D ', BIEEICFERE SNE-EEICHT 2E8%
(X, M/MREICEDWTEIRT 5, M/MREA 50x10°L 28 % 5 EH
[Sxtd BBIRFEE LTIEK, WLFVYFZT 7B LEERRBADE
BB B, M/IMREAD 50x10°%L LU TDEEFICH L TIE, ERICHE L=
BEENFEMAERRE LS. MF (2T ZABERKZITML
TWABKRABRDIFZEAENZDBEEMZRNA L TS, }REF
RTCIDBRFEHICK L THEMGEABRERRKEIFEELLZL, LEVY
F_JNDEA=Z Gmg-1H 2 [E) TOFERIENTHSZ EMNTRS
nTHY. R—=RX54 VEOM/NMrEHIEE (50~100 x 10%L) DHE
ETHEBEBABEOHE/INE Total Symptom Score DHREMNFEH 5T LY
% M, m/MREAY 50x10°%L LT T, ERIFH NI EETHNIE.
IWEYYF_INREETESHN., ZOBRICK LT FDADKRFIEFEDS
NTUWELY, Pacritinib (Bl JAK2 BEEE) (F. R—RXS54 UEIZE
EOmEFEINAONEEETH. BEAED 35%LLEDH#E/N &K
DHREICHEVTELOHIRAEOATLS 2, I/MREANREDES
TIl&. pacritinib N ELIGAEERRKR &G HH. FDAIZK S ERBIEEDL
NTULEL, F0E6., MI/MRES 50x10%L LLTOEE TE., B4
ERIREBRNDEREEE I RETH D,
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AEEEORAMmS & UI/MRED D EE

COMFORT-| :8B8 & & U COMFORT-II & Tl&. BMmE & Uiin /Mg
PDEFINFVIVF_IOREERS SFUVUFMBRGMICE Y EEIN T
778 COMFORT RERIZEFEIN-BEIF. R—X 54 VEOM/IMR
M 100 x 10%L UETHIZBENH Y. ILXV U FZJDXEFREA
AERR—ZS54 UEOIU/MREIIKELTL: 778 §F 1| BRBO
FHRERICLDE. R—R 54 VB M/NMREA 50~100 x 10%L B
BETIE. LFXVUF=JTDHUEIRAEZE LT (Gmg D 1 H 2 [E#%
5).10mg® 1 B 2 @5 F TOHENBEYN THSZ ENTREEIND

111

o]

AAARSAUTI, BEEOR—RS54 VEOM/MREIZEINTIL
FYNYF_IDYEHAEZRET H_LEEZHRELTND GRIIXED
REICHES) o LAL., BEDEKKRTIE., LXVYF=J%EH
2 GmgD 18 2ME%KkE) THEL. ZORIINEICEOSVWCHES:
FHITHENZHINDGEELNHD. TOHE. LFVIF=ID
FIRRICMBEZERE LR TAIEGE LS. AENRKRET HET 2~4 B3
BREIZE=Z2YY VT %TV. TORIIEBERMICELLHDIHEICER
T35 M mREUHEOEED-OOAELEIZONTIX, BETIL
OJVRLD TNLFVYF=TREFBIZET S GEEFE ) 5RO
&

AENRHEESE

MF Zx % & T DRFITFRLE, 2006 F£IZ IWG-MRT [S&>THHT
NI, ZEITEMBRHENEEED (CR) . EBHHEX (PR) . &
REIE (CI) | #1T (PD) . RE (SD) . BRICHFEIn
2013 FICE. COMBHTEEEANA IWG-MRT & European
LeukemiaNet (ELN) [Z&k > THETSh. HEBEEKRDZE L % 5F
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THEELY—ILE LT MPN-SAF TSS AEBEAShBEE LI, Fln
BREIMIKTEME & FRRTFHEDEZABELE SN 1, CORHEERELE
X, BBRFEBRCOERAZELARE LTEESNT=,

IWG-MRT & ELN [2& % 2013 FIROMBHEEETIE, CR. PR &
KU CIHZMAT, BRICKED2EHEER FICEM. BESLUVEHE
K) ODHEBZEEILTEIR, THIT 3 DOMBRHUEATIU —
(anemia response. spleen response & & U symptoms response) HY
BmEhtz ., COBETSNIHRHERETIE, EKE MPN-SAF
TSS [Tk >TEHHE L. TSS M 50% Ll EDiFEL % symptoms response
DEHETBHIENHERSINT P, IWG-MRT & ELN I2& % 2013 &
IRDOBBRHIEREETE, BEATED 35%LL EO#E/INE MRI F1z(& CT
THRTEHENRDLNTINS, E5IZ. MRI F£f=1E CT THEEAE
fEIZ 35% L EDME/IHEO oL, BREZETHRESNSARICH
%7 <. spleen response &E¥|ESIND, TDMDOERAEL LT, PD,
SDEIVBRERLEDLNATINS,

CR Tl&. BEEICHE T HWREEHEIIHNIDLETHS, PR DEETIE,
REMIZH TEHEBEHEINIBETHS (==L, BHICOLTIE
T LBEBERL) , CR ZERL TEHEIAMEENICEETH SIS
Lhbh o, ABREEMLKEVDAFRLTWSIEEZHNT 51
Iz, MIKBDEENF+527% CR (CR with inadequate blood count
recovery) DEEFHE-TEEL PROATI—IZEHONE,
DUETHRIRHETEELEICHLHIEGRENS K US FEGFEMLGEEDH
EAMNEENTLS, =1L, b lE CRDFIEIZITBELLY,
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BPDE=H)TELIArO—T vy TEE

AEODBMIE., 25ERFERL. BMRERIED ) XU E&/MIHZ
52LTHD, EROEIENEBIEEOHIRE L LA8EMELAH D, £
D=8, FERIZEELHNIL, BEOBEUIUES LU/ FITEEDKE
FELICFHET SDENSH D, BAEOENMFFMTE. MERBDOIES
b %53 2 MEBE, MPN-SAF TSS ZRHW-ERDE=4) Y. fil
LELIIEGREICLIEBOE=42) V558D ZIRETHD Y,

AKAHA RS54 U TlE, BEBIETHES (anemia response., spleen
response. symptoms response) & & UEBEEOEIE - FERICxT
%5 3~6 hABDE=R)UJEHERELTLS, BHENS L UEEE
ARRE. BRERMICEENHSHE (REBEOEROCBIEOEMIC L
YEMIToNDIGEE) ITHEITIRETHD, TOMDTFERFENE
ZRYTTIE, INT-1 YRS FEEIZINT-2 Y R P /High YR DEEIZ
#EINS, Zhik. high molecular risk ZEDREIEHEFE HCT (2R
TERBREICRIDBENHD=DTHS >,

AABRTRINBONMTVEEFICE. TOFEFFEDAREEMET S
ENEREEINS, COMFORT-| HERTILX VY FZJREZZIT-E
BEDOKZH (91%) TlE. BE4AD MF B:EERK (MF-SAF (2 & U 5Tl
L 7= Total Symptom Score @ 50% Ll EDehZE) & QOL [CHEELKE
NEOLN, RIPEELGRELT. ERIEOEENNIH ST
(Total Symptom Score MREH 50%KiH) BETH., ChLDAE
BEEFLUVEERET Y FHLICTSERELRSZHENER SNz &
LREREFI. WXV FZITRBEEZT-BETHRRYDRES 2013 F
i IWG-ELN hRHIEEZEDREE (T4 5. symptoms response [
[¥ MPN-SAF TSS @ 50% U EDFEDHNBE) [SEL TLENGEN
HdHIELERHELTLD, FERKITHT HRIGH 50%KFETH. ERKRM
[CEKRAHZIESN, LFXFVYF_J0OFEABRGEHIRY LA STHENE
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BHB=H. LEV I FTORGISIEMORETHEY 52 EMH#
fInd,

6 W ARRTEDNVEROBELAONBNERIEF, LXVIF=T%

RIEFRETH S, L. WXV I FZITOHRERLIFPLERICEZ,

1 B CEREREERINABEINOKEIZRDGEANH S °, M/
BAFEEIEIFREBEOUNDEBEATILEFY ) FZJ0hFEIEdiE
PRBRELBEIE. WXV IVF_IJDHBEEETNETHS, 73
DALD TNFYYF=T@EFIZET S GEZEFE | #5RD
&Es

JAK2V617F allele burden

REIDILF V) F=THRBICEL. JAK2V6LTF allele burden AYViE A
¥ % %M, COMFORT-l SRE&TlE. 50% %2 5 JAK2V617F allele
burden MFLH 12% (28 fl) TEHEINIz, D55 20 HllEHF
BIEFEHESER (PMR) OEZEZET- L. 6 fillX JAK2V617F allele
burden NEETFTRZTEY . 2 FEGFHNTELEY (CMR) DEHE
ZiEf-LE", PMRELUV CMR ZERETOHBOhRIEIX. Fh¥E
N22HBEXU27.5 H B TH-T=, JAK2V6LTF allele burden M
DIZIEEATEDOHE/N & LRI L TULV =z, RFE HCT &I JAK2V617F 2
M FE =X JAK2V617F allele burden DN ZER SN B E. BREMN
BTFI2LVS5BRLBOHLNATINS '8,

LHOALENS, MO FREFE L TD JAK2V617F allele burden
DFLOEAETRFRATHEILSINATLEL, IWG-MRT & ELN IZ&
% 2013 FIROHRFERETIE, HIREEENEDS L UL FER
FHEMDL CR DHEIZFETHS °, T0LH. L—F U DBKE
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B TARBREDIEE LT H1=6HD JAK2V617F allele burden DBEIFE (.
R A TII#EEINLGL,

MF BER MmO EE

BmE. MF BFOAEFICHIT H2FEIFARDBREFEALINTL
%%, EREESBMIE. ZWERATS0% B2 5BEITHEIND
120 o AERINEEEET HA1IC. EMOKRLEEOSVER (FI
ZIE, Wi, jAm. #%. E43I> B2 BLUFERRZE) /L.
WETHNIE) BETHIENTARTHD, MF EEEMZERDH S
TRTCEBEBCHRARANDERETEEIRETHDH. EEKEHESEM
[Txt L Tldk, BMERBRERF TORMEKEMIC & 5 ZFEENHRES
hd, MF BEEMOEED-HDZTDMDAREE. BT EHLS
[ZI05E EPO BEIZEDVWTERYT 5,

115 EPO B & <500mU/mL

;& EPO BEAM 500mU/mL KFEDEBFIZHT HBMDAEICIE. F
miEkEMRBEFHE (ESA: TYRARIFUFELIZFILRRIF
voa) HHEREINDG, EEFHEBAE T YURARIFUOFELESL
RNRIFY aDFERAIZEY ., MF EE®D 45~60% T anemia response
(NEJOEVEANEREE L THIMKEFEMN SRR, 12 BREURKIICA
EJOEEAEHGEMIZER [>29/dL] . F1=1E 12 BRLNICE M
DBHEMMN 50%FBZ THRD) HBL NS P28, MiEF EPO EED
IKfE (<125mU/mL) | BERgH 4 XA W &, BXUHMOBEY
MEWC &IE. BRERIGEEEST HEENTLVS, COMFORT-II &
BTk, AMTBREFROKEMTEEREIN, LEOEE (166 fid 13
Bl) FZIFITLEFY)F=TE ESA BNEESINT=, LFXFVYF=ZT &
ESA O#AIL. BBEMENBRIFT. LXVIVFZJOEMHICEEEZR
FSHEh otz P WXV FZIEHFRELTWSEETCENOEEIC
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H1T5 ESADENEZEHET 5I121E. BELLIMAENDLETHSH, ESA
FEMEFEEOEMDERICITENTHS 2,

Anemia response MF o NT=BEF TIE. ESA IZ& DABEDMRTHHE
Shd, ENhHFLONGEVD, BEMOBRINAON-BETIE, &
TA5LIIT. PO UREIFELERERMBECLYEEIANET
Hb,

M1;FEPO 2500mU/mL

m;E EPO BE A 500mU/mL Ll EDEFIZIE. prednisone HtHDHE
ZRbHT. FFV—IL (B LLERBEOT7 > FOFUEAD) FER
EEIREE (LFTYUKRI R, 1 R4 FZEEIZRTY FIF) AH#E
Shd,

BlDH2 MFEESOHIZREE LIZRETIE, 4 V—ILAKICK
Y. 30%MDEE T anemia response NEBH LN, BMKEFEDEE T
FEMEENMEMN 1= (185%., ZHIZH L THMAKRELNEET
(X 43.5%) *°, MF EBMOEED-OIZFFY—ILHAEE5ENT
WAHEBEICIX, RIRERV ) —= V0B UH#EREDE=2")
DIDHRIND,

Y1) EIA4 K (1 BE-YDAE% 100mg N5 800mg F TiEftE) T
XESEMNFEEICENS EMNTREI N, anemia response El&(E 0~
29% T, BRMLABRTH 1= ¥, prednisone & HALI-BED
BEAEYY K4 F (50mg/B) 1. BEUNLEMBIFT, ERE
5 MFEERIM (NES O E B 10g/dL RS FE = (FEKE S IR
&) OEETIE. 8HEYY) FIA FICKDERIEEELLERT
anemia response E|&MHEL (62%) *, LFJKFIFTH, B
¥FE=IL prednisone EDHFHAT, MF BEEMOEECHIEEDED

2018 £55 2 hix 09/07/17 ZE{FHE © 2017 National Comprehensive Cancer Network, Inc. £&Ei#5#i & 2219 5, NCCNRDBIROMEIC K BFHL < FHA FSAUB LU ZITEFIBM SR MEERETHLIF. LHGBIHBICEVTHELLEATIS,

HMNREIN, 19~32%DEMENELFOoN., BHINFHINZRLEEDS
L) grade 3 KL EDIMEFBETH o= %,

MF E£#& 125 fflzRELTHY R3S FELUVLFTY K FOFEH
MZEBIFML 3 DOESKLIZE | HARABRTIE. LFUFIRE
prednisone DHAEEIE. Y1) KA FERIZLFTYY FS FERIKY
BB L UREENTN o1 P, BRI RE 42 H ADEAT.
ORR [Z L7 1) K3 K& prednisone OHAEET 38% TH - =Dt
L. LTU RS FEBLUYY FIA FEFITIEZENZEN 34% & 16%
THol=e LT KI RER—RIZLI-ABZZT-EETIENN
MNEULMER (P=0.06) M@EHLN. FEEMEATIE. LFTUFIF
EFR—RELIAEIE. BVENIESEEET ML L-E—DRATF
THotz, delBq)DHFEEIF. LT Y FI RITRT IRIFLGEDEIE L
BEEL TLVD M0,

MF BEBMIZH T HABERKE LTEIARYTY FS FEFFfiSh T
W3 Y12 1 ODE BB TIX, /RY 1 FE K (prednisone & D
AOFE#RHLZL) IT&Y., M., m/MrEd. FhekEsONT
bz 1 DTHRHD MF BETREEDEDEES (39%) HFLN.
EMHROPRIEE 13.0 nATH-1z . LHALEMN S, FRMEKER
MKEFEHED MF EFZRMEELTRIY K RZEHELEIDOS VS
LAERER TIX, FOBRBMIHKFEE L B> EHBIGIEHRTY KSR
BLTIowABTREETH - % BEERIET. MF BEEMOE
BICEAT S hTT)—3 OHREIZARTY K2 K (prednisone & DHEA
DEEEZEHLEN) 2E5HTWNS,

Anemia response N oNT=BETIL., TOFFDARBEMRENHRES
n., EILAoNGELD, BRORELAONZBEETEH., £KBO7
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O VEASIUVFELERAL TV NRERSTEDO R ORRICS
MyRETHD

ETH~ADOEEF IS EHER DR~ DEIL

BITHO MF (MF-AP) (&, KM E-IEIEHEP OFIKEE =10%.
Mm/pRE<50 x 10°L, B&V 17 BLEEAREEDEEEHEMLET D
1@PEHA MF B 293l a7h— FTlX. BIEHEPICH T 2BTHD
BEOHREEFHMPRIEOERE L OBEENRD SNz CGFEREE
=10%. M/PRE<50 x 10%/L, 17 BLEBKEE T, ThEh 12 5
A. 155A. 618

SMEREHD MF £121& AML ~DEr{E (MF-BP/AML) &, B E
FZIERMEMAIZ 20% L LD ERFEHRNAFET D LITLYERESIND,
AML ~DER{LEIL, MF BEEFETHEIZEL (1.09%. HnlxL TPV
BELUETBETEENEN 0.38%E LU 0.37%) *, LAaL, B
HEHFEL TS MF BE T, ERIEDOY X IHEEITEL (10 FET
DYRIMN 3%) ', WKODNDHAET., ERFBFTHLTICKSHA
BIE. AML ~DERE ) R 7 1EMEBE L TLVE M5, & 5458
BHRIE. TOROWETHER I G, >z Y, KGR aKR—
hEHT (n=11,039 ; AML/MDS [ZERfk LT-BEM 162 ) DFERIC
£dE, TILFIILRIDFERFE-IE 2 DU LOMEEBDEEEDGHH
(fzzL. EFAFIOLTEMICKZABETIEEZLY) . AML ~AD
BB RVEMEBELTWS I EATENE Y, PMF, post-PV
MF FE7=[& post-ET MF D% 649 fflE xR & LRI DOKRIRIEAEIZ &
&, AML ~DEREICEET AMI L-FRIABROFRARAFELT. &
B OFREE 10%UELEEF) RIBENRAESNE ¥, LHLE
Mo, ERFOFTILTIF. AML ~ADERIEIZEET 2351 L =BREF
TIEGEMN-T=A, KYFREL OS ERELTWA I EMBHLMNIZHE ST,

2018 £55 2 hix 09/07/17 ZE{FHE © 2017 National Comprehensive Cancer Network, Inc. £&Ei#5#i & 2219 5, NCCNRDBIROMEIC K BFHL < FHA FSAUB LU ZITEFIBM SR MEERETHLIF. LHGBIHBICEVTHELLEATIS,

RODT—UT7yvTELT, BRENBSIUEHEREZTNIZHES +
Do BA—LELUTLFV ) UEBEEZTL. AML BEZEICDOVTEHE
DEBHEBRE (HELSH. FISH SFROAEEMDOEL) . 78—H4
A RY—, BEWIZHFECENREEZERT D ENHEIND,
LWL DADBIEF (ASXL1, TET2, TP53, SRSF2 £& U IDH1 F1=
(& IDH2) ICEF2ZEESLUVMOEBREE BIZIX. £2BK 1gb
U 9o OEE) I, AML ~DELLEDEEMNRBDO LA TILNS

26,36,38,150

o]

Vet 353953

AML ~DExiElE, PRFABRS L PEEDBBEERRIIHT 5E2UTE
EEEELTLVS B8, MFAYAML [ZERiE L1=B& 91 flEx&R E LT
BABRMBIT T, AML ~DER{E#E D OS FR{EX 26 nATHo 1=,
AML ¢ EIFELGEREAMZREZRZIT-EE T, FREEQENMNHA
BNEVMEEHANDHEN 41%DEFICEDLN ', LHL. &
NITES AEBEERTE (TRM) £ 33% THo1=, OS FREIE 3.9
H BT, XIBBEFLIIEREDLZEELEEZIT-EETHEINE:
E (FNEFN2017ABLUV295A8) LEEBETH 1=,

AFIALBREE (FHIF DU FEIE decitabine) [, MPN A 5Bk
L7z AML [2xtd 2A8EIRE E LT, LW DA D/NMIERZE CEHMliS
nTLDS ™, MF-BP/AML #B3E 11 flE xR & L fz/IMREAEGI £
METIX., FFE HCT [THEE & SNT=EBFIZH LT decitabine DEH
THEHFHHOERNRO Mz ™, BRHMDPRIE 9 » ADOBAT.

decitabine 2k DB EERZIT-EED 67%MNEHEL TULV=, MPN-
BP/AML % 54 5l (ET 8%& 21|, PV & 21 I, PMF B2& 7 4.

TEETEED MPN B2E& 5 ) xR & LI-RIOEFIEBEAERTIE. 7H
VFUUIZKB—HAET 52%D ORR (CR 24%., PR 11%., &
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CR F[ZMERFDEIENATR+5 7% CR 8%. MEFHIHE 9%) NE
Bz, ENHEE IV OS DHRIEIFENEFNINAL 1L HAT
&% o 1=, Decitabine ;A& %= (71 MPN-BP/AML #£%& 21 flE XV
MPN-AP #£#& 13 iR & LR ABRNERICESE. ORR [,
MPN-AP I35 & U* MPN-BP/AML I TZNZN 62% (13 sk 8 f5) &
KU 29% (214l 6) THh-o1= %, OS hRfE(L. decitabine A%
SL-BETHEICEN = (MPN-APHITENEN 118 1 A vs 4.7
# A MPN-BP/AMLBITZENZEN 105 A A vs4 5n A) o

EfE HCT (LA ATRELAME— DBIRKR TH Y . EMBALFEET CR
[CELEBEOBEEREE CRPDKEFEMABLNS 20,

MPN-BP/AML £83& 75 flZxtR & L= ARMEN T, BAEZENE

LiAE (BEMEACPEREEMELIZORICEATE HCT) 2211
BETIE. AEZEME LBLVEE GEATHRIMEEE AT (EXE
Bk ERT-EBELERTEGFYHNAERICERLE: ™, 2 &£ OS
BEIEEFNEFN 25.6%E LU 3.1%., £EHEOPRIEETZFNEFN 9.4
HAELY 23 nATH-1= (P<L0.0001) , ABEBMDABREZ(T
BEHTIE, 17 fINFEFRE HCT 22+ TH Y. EFBALEEEIC
%9 % ORR £ 46% T. 1EHH~ADHREN 31%DEFIZHEINT=,

OS ElAlE. BMEALPEERICAE HCT 221 -BETHEIZE
Motz (25 0S ENEM 47%., X L TRHEFE HCT = (FHEh -

=8BETIE 15% ; P=0.03) *°, MF-BP/AML IZ%f L THE#E HCT &%
(F1-8F 46 fflzxRE LI-BOERABRMBEHFTTIE, BiERD 3 &
PFSEIEHE LU OS BIENTNTHN 26% 5 KU 33%TH>T-, Hil
AIDZEMIKAE (CR vs JE CR) [&. OS (CR T 69% vs 3F CR T
22% ; P=0.008) & U PFS (TN Eh 55%H KLUV 19% ; P=
0.02) DEELFAEFTH>z ™, TRM DRIEZE(E 1 £T 28%.
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EFE HCT A3 CR . TRM OFEL LMEME ELBEFZR L TLV - (35%
vs 0% ;: P=0.053) ,

BREDBEIEMEIZE D BEEDHELRE

EfE HCT OxtR &3 HEEHDERIE., F#i. performance status, F
RGHEE. DEHSMIKE, EEOFE. NEZOFEICEDONT
HIFI g RETHD, BEIFTESLITIToTHLELA, BHEICEILILEH
POFHRENEEHBARELKEFZTROSEDDIC. DLEEFREE
TI22LLAEETH D,

BEITERGRBRIC LTE, REHEH/FERBETZEMNET AT
JVERREE (7H L F ¥ U F =L decitabine) Ff=I& AML B+ Di&H
HEMREAMEPEE L ZTDERDOERIE HCT NER I B P34 5iE
[CHREEEFHEESN-BEICE, BREBRADER. A FILILAETE
(THLF P UFEIE decitabine) 12k BBE. =& AML MITOIE
MEOEMBAMLEEENHEREIND,

RAEDERARUBHOKEENS., LF VY F_ITOREEILBIER
DFRICBEEBZEZLRWNIEE, LXYVYFZIJIRLERBOE
AIETHBEIREZENTREINSE: % KHAS K54 UTE, BES
FUZDMDEEREFEROBEZENEL T, IRTOEETILF
V)F_J#MmT I LEHRELTLD,

XERE

AREBPOBEREEICENT, REBEERICHT SEFRERIT
ARTHD, XFEEICE, EROFES L VE=S2YY VY. TDORE
EDR=HDAhD ) 0T DMERKEF BIZIE, BE, BE.
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BE, mEttssUCHNEEREF) OFMESVEEREEZEHILE
nH5.

gk, m/MREAMEH M E = 1Xf/M k% 10,000m® RiEIZH T S
M/MREME & ERZESEMICHT Z2FAMKBMESHEIRET
HD 1, BEEKEICH LTI, HLA alloimmunization %54 % &
EBHIT, YA M AHTOAVAILRADEE) RV #EFET HEMT, BN
KR EMARFOERANHR SN D, EOAEDOEMICITIRBE
EEBEIARETHS, Low YRV FLIFINT-1JRSI T, 20 E%ZEBZ
BEMEB K UV/E=1E 2,500ng/mL 2B Z 57 FoE5EZIT1-E
BITIE, X L—MEEZEEBIRETHD ', LHL. HEFL—F
BEDEBNIKARLE LTTFATH S, M/MRIEMFE-ITEMERIZMIC
LTI, MfEEDEEZ BIZE. ERFAFIILT) AEERINDS,

LEXVNF2IRE#ZT-EETHR. EEBLUVMILRIZELED
BEELGREENIRESA TS, BREEDEIR - FEKRICDODVWTEED
EZRYITEERTIRETHD, EELGRPEL. LFXFVVF=T
FIBATICKE B S E THECBLEMNH S, NCCN Guidelines for the
Prevention and Treatment of Cancer-Related Infections [ZH#ER S TLY
L2, BYBRTREEEICIE. MEEDFHESET I FUEEMN
HEIND, BEHEHEZZ(F-EE T, IDSA 4 FSA4 UIZ>T
NEEOFHREEERT ILENH D, FHEELEFSIBRYIRT
REEECK LTlE. EMRBEFRFICLLIZFREEZERIAEST
H%5. PMF DOBEIBIEIC & HERREG (M/MRIEME - IX8 MEKIEM)
DEBIZIE, EFAXFIOLTICKEMIEBAVEEIEEETHEN
TES Y,

2018 £55 2 hix 09/07/17 ZE{FHE © 2017 National Comprehensive Cancer Network, Inc. £&Ei#5#i & 2219 5, NCCNRDBIROMEIC K BFHL < FHA FSAUB LU ZITEFIBM SR MEERETHLIF. LHGBIHBICEVTHELLEATIS,

HITH MF £z MREREIZH L TEREAMEREEZZTTVSE
EICIE. EERBERBEOF OKDHEHRE LU/ EIEFRERA.
7RT)/—=LFELIESRT)H—EIC&2ERBIEDERE) &EE
FTRETHD, FHEHNAELTEY . REELIE L. BHEEEEORM
BOAHLBETIE. HABRELTSRIVAI—EEEETRETH D,

HEHZMEFH & UARREM M /g i fE o) &1
PV =X ET EEZHEIN-TRTOEEIZDOLVT, MPN OEE(ICR
(TH-EMEZRA~ADBNAN R HREIND,

1) 29 BRIk

PVH &Y ET BFTIE, ZEHBFOBAMBREMIZE > T, MBRES IV
EAGHMDYRINEL HZ T EABRABMHEIZEYRSATL
% 10710 MIRERHEY RV ICKNT SAMmMKEMNDFEMERIL. 60
BRBOBREDODHTEELL LMLV DHODOHET—42 TRE
EhTLAA 971 BRrO O mKIEMIE. FOROMIEE) XY
EEREVWERELTVLWAHARELHD ', ET EETIX. m/hMREEM
(M/MREEAY 1,000 x 10%L 2% %) &, EXGHOOEELzY R
HEDBEMNED LN TNDA, MIREY XY & IXEHRAL 198, EE
(2. ZEEQM/MREEE (1,000 x 10%/L #8) [TmEDHEEDET
EEELTHY. COBFEMKEIL JIAK2 TEEZEHT S ET BETLHEE
THOZENVLKOIDHETHRESATLNS 4, ZHEFOM
BREE M (BmBREME - (Em/MRIEM) (CE DO THRRDEELZZ
IR B ENFEBEMNESIMNIZDONTIX, BIARMMETEEMINT
LVERLY,
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EMBMFE =, DMEREERF &L JAK2 VOL7F ZEDEHEZEMDBREF &

=kt (F4bhb 60 mLlE) SMREDREEIX, mMigFE) RV & DE
EARL—BELTHONDBEREFTHS "% ECLAP RE~DSM
DFE=OHIZRY ) == 5 %%2IT1= PV & 1,638 fihsibak— b+
[2HELT., ZHFES 65 Ul MmENEED 2 DlF, DIMESE
RZOYRAVEMEEET IHRIVEBEELGFREFELGY., ChIZTKYIE
YR (FH# 60 mRmMNDMEEDEREFLEL) £EJRY (5FH# 60
BULND/FEMEDEREEHY) O 2 DOURIVENRESN
1=,

PV & 1545 xR & LIZRDZARUMAETIE., BOOLFRER
T T 2HMILEBREFELT. 6 67 Bl L., BmMEkH
15 x 10%L Kt #ARMAREDBEELIRE Shiz 'Y ERHICMZTE
BrEF D BMERIEMZHARAA L FEFRETILARAKESA. COET
IWTIXEBEFREDELD 3 DOVRVBICEENBRILEEIN S, -1
L. SOETIIFERKRABR TORMARMEZEHRIANZINTULE
LYo

A RE M /) FR M SE

ET 2% 867 fflZxxiR & LI-MEHTICH LT, FH#h 60 Ml . BBk
11 x10%L UEB K UVMBREDBEENTFELRBREAEICEEL TV
2, INLDMRICEDE, PHBICEEEZEIRY . hREURY,
BURID3IDDIYRYATI)—IZEBRHMET B IPSET MR I 1=,
BURVBCTREFYHMODRENRETH>F-—H. PREYRVE
ERVRVEICET2EFHEOFRIEIL. ThTh 245 F£& 138
FTHoT=, ET BF 891 IR ELI-ZTDERDESEEMITTIL.
ZEERFERS 60 Ml L. MiREDEE. DOTEREKREFH LUV JAK2
V617F EEICHRE) RV ICET 2 FRMNEENROLAE %, 20

2018 £55 2 hix 09/07/17 ZE{FHE © 2017 National Comprehensive Cancer Network, Inc. £&Ei#5#i & 2219 5, NCCNRDBIROMEIC K BFHL < FHA FSAUB LU ZITEFIBM SR MEERETHLIF. LHGBIHBICEVTHELLEATIS,

LE=SETHRD T % TR ETIL (IPSET-Thrombosis) ARFESh, D
ETITHLERERL 3 HICEENLBAEEIND, BEMREEFDE
[CEEENADNh, BELM 15 FOEY XV EET 87%. LM
TEDE IR BEETE0% TH>1= 7%, i) R I EICH TS EMIE
EEFEEIE. RO 10 FRITEY RV EITEL . ZDED 5 £
TREICEVRAVBEOKEITELT,

IPSET-Thrombosis [CDWTDERLZLHEHTIX. B RIVBEIZEITS
MigFE) R &, DMEBKREFOALY JAK2 2/ FERD ET £F
(0.44%) DOAMLIMEBREFDH S JAK2 24D ET BE (1.05%)

EHRTHEIZEM A2 ENTESNE Y DIMERREAFOL
JAK2 ZEDEBER LU JAKR ZERLDNERBKRRAFOmMAZET 4
BIZBITHMEE) RVI1E. ThEhn 159%& 257%TH-f=. Th
5 DENR %% (4T IPSET-thrombosis DHRETRARFE S, ZOETIL
TILEBIEY XY (F# 60 Mk, MBREDEEELZ L. JAK2 TEX
L) BUYRY (F#r 60 Bk, MBEDCBRELL. JAK2 ZEH
Y) . Y RY (ZEEEEE 60 MulL, MREDBEELZ L. JAK2
ZERGZL) . §YRY (MREDCEESHY . F1-[LFH 60 mLlEAhD
JAK2 ZEHY) O 4 DOV RVEICEENEBIELIND, HETHR
IPSET-thrombosis &, B& 585 ML HMILIzaR—FTHESY
MRS TS 7417,

LALAENS, CALR DEERDOFEIEL. MBEV RV EZFAT 528
@ IPSET-thrombosis $#AAFICEELEELE 52 Mo “. B
EEfEMTIL. CALR ZE%#H 95 ET BEICH TS MEFREEN
JAK2ZERZHTHETEBELYDLITNIEN>ZLDOD, BRI EH
EHhfE ) R BTIE CALR OZEEKRICIMARAE) XV L DOREENTR
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bNEM-Fz, ThiE 1 DIZIE. CALR OZEEKRIDIE) XU D
BEEHE->TWAERLAHZ L THRATEIAEENDH D, YR
DEIZEITSH CALR EEDERLMBEDN Y RV IZD2L0 T, U R
V8T CALR ZEZEH I HBEDEEIEL®., FHETHZENT
RN,

AR

DR

PV IZE T2 HEEHEDFTHICHT HEAETAE) D ORLH
BLUAMMEE., PREY VEKRICHT I2EEN G, MBRBELROER
ENGTVEBEERRE LI-SHERARGKER (ECLAP HER ; % 518
) THIShTWS Y, ZFREYVEHEAT S LT, EBED
IR, EBEEMRZED, MEMRE. TELHIRMSE. F(E0Mm
ERTELRELIEVRIANFEIZ (P=0.03) ETL (60%) . EX%
HMOEEERT, FAEY VETIEEAEEMLEN >z, AT Y
1)y MMEZ 45%FKEIZHIFT 2EEIL. CYTO-PVREE ' THIISh
fzo BB LV/FIFEFOFIILTICEDABEEZTTLD PV
BE 365 PIERRELIEZZDS VA LERERTIEZ. AT UY D
BiZE%E 45%KimETH5I LT, DOBERTHELIVERGIRERD
HE (FEIVRKRAUE) B AT MUy bOBEE%E 45~50%
ELEGALYLAERICEL G- Y, BIEYMDRIE 31 H A0
AT, DOERTCFRLFERGMBEBIRIE. AT I Uy bE 45%%K
FEELI=EEBED 2.7% (182 fflth 5 ) TEHEFESINAFE=DIZIHL. AT
Fo Uy bE 45~50%& LI-BETOHEEIL 9.8% (183 #Hif 18
f5l) TH-7f= (P=0.007) ,

ET ZBZQMEETFHICETHERETAE) DOFMMEE, S5 LA
LEEREBRCEHE S TULVEL, ET BEICETA7RAEY VOERE

2018 £55 2 hix 09/07/17 ZE{FHE © 2017 National Comprehensive Cancer Network, Inc. £&Ei#5#i & 2219 5, NCCNRDBIROMEIC K BFHL < FHA FSAUB LU ZITEFIBM SR MEERETHLIF. LHGBIHBICEVTHELLEATIS,

EfMFET—2I1%. PV EFBEZRERELTTREY OB %M@
L7 ECLAP HERDER L EARMNBTOBERONMEIZEICILDT
B3, 1 ODBABRNBIOKRENS, BURID IAK EE%
£95% ET BFELODNERKREFEET H5EETOMBIETFIHICT R
EYCUHEMTHLARENTBIATNS 8 thOTRTHEY R
Y ET BFEICHLTIE, RBERNS/BEN LG IAEENTEINIZ, S
DEFBVAUMBI T, EYRY ET B2E 300 fl27RAEY Y (n=
198) FIIRZBEE (n=102) TEE LI5S, HIRMISEORE
R(FM/NREEEZ (TN o 1= JAK2 V617F 5t ET 2&TE <.
DONERKRRAFEZET HBRETE. BEHRTOEBIRMBEDOREE

75§_|§l_ 75\ 2 T: 178o

Vo p R

EROFoHLy MV 4o h Oy aE BRURST Y
A—JzOy o %, PV BEICEITSMEEESHEDTHICEN
THDHENTEIATIND,

PV £ 51 flExtHE LEES oA LRET, REIZKE L TEMIC
MATERAXOYL72EALEES, EMEROABEEZITI-E
EOBREMBELRTHBE) RINFEICETLE ¥, ZOHBRD
REBH (BIRHAMTRIE 8.6 F£iR) TlE. EFEXFIHLT7OR
HEANEMAERE (5.9%. Zhlcx L TGEMTIE 1.5%) EBEEL
TWb I EhRansz ¥, LA L. ECLAP HEHA S DEFTIE. B
MFRERALDHII LI-EREFE LT, SRS L TDO T ILFILIEH
(Bl Z (X, P32, TRJLT 7>, pipobroman) DFEAMNEE Shi=H.
ERFRXSOLT7OEMBERL IBEEZEOEM >z P, 65 Bkl
D PV BE 28 flzRRIC—RAEEREELTERAXFOHILT L
pipobroman #LtLE L71=5 >4 LILFRER T, pipobroman B TH R
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RIIEDRBE SN E KOFOHLTHIVEEICEN = ¥, B
HAR R fE 15 FOBR T, BIREGIEDORERAERE, e FOFT oL
TE#H KU pipobroman H#ETEN TN 16.5%H LU 34%TH o 1=,

JAK2 ZE%HT 5 PV BF 136 flz &L T 4 LILAETARMESEH
TckbéE,. A8 —TJx0OYa2b T, ERAFOHLTEY IS
FELGFHELEYEE (ThETh 54.7%H &V 19.4% ; P<0.01)
BELUSEPFSEE (FNEFN 66.3%H LU 46.7% ; P<0.01) ME
Mo, PVEFE AOFlERNRE LEE I HESERERRBRTIE, R
JA4A—7x0Y a2alck2MBEFHMTEENEIE (94.6%) H&
VS FECEHTEEDEE (24%) hELl. FEEEBREMTH 1=
18 BIERHARIFR{E 314 H ADKRA T, ENNBLoNI-EE 36 Hlik
BEmMEBHEELE LGNz, PVEEN A3 HBEFEIN-RKEDE || 85K
BTk, BiRNYMPRIE 42 n OB A THMRFNTELEZDI SN
76%. CMR E|& A 18% L& S ht- ¥, TET2. ASXL1. EZH2,
DNMT3A £ & U IDH12 ZEDHFAEIE. CMRIZELAGZWI LIZEEL
TV, JAEBIAE S T JAK2 VB617F & TET2 OWLZWThIZHEEMNER
HONDHBETIK, JAK2 ZERTET2 HARDEF LR T, JAK2
V617F allele burden BN EEIZINES o T=,

EROXSHLT B9 (8 5ppy gflissiess cp oy, g
Jzay o EM BEICKYTFI LY KPR BURY
ET E& CHIRMERIESHEDFHICENTH LS EARSATINS,

=R (60 RULETHMZREDY XUAELY) ET BF 114 flzE R
AFX2 O L7E (n=56) &MRRBADEREEZITHAVE (n=58) IZF|
Y15 4 LMERBRTIE, MREQRERNE ROFOHLTHA
BEZT-BETHEICEL = (HEBED 24%I(Zx LT 3.6% ; P
=0.003) ¥, EYRYZ ETEE 809 HlZRELERDS U F L
BT, EROFSYL7HERBZREY UNTFHI LY R+HER
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E7RAEYEYEATV:, BIRHRTRIE 39 » AORKAT. I
INRBORHOY FO—LIEHEBCREETH Y . #HIRMIZED T
TR7FILYR+T7REY VEOANBHFTHo1= (P=0.006) %,
LMALGA s, BIfRmMZEDHEE (P=0.004) . EELGHN (P=
0.008) H&L U MF ~MDExik (P=0.01) &, Z7+5 LY K+F7REY

VHOANEMN Tz, THIT, AEPLEDEELTFI LY F+TR
EJCBEOANEEIZEN Tz, BH. CORERIZHITS ET DOPH

[%. Polycythemia Vera Study Group DE#EIZEINTTFEINTLV =,

REDE N S5 U F LIEHERIZK Y., WHO BEE[CR-> TR INT:
BURY ET BEICEBTA2MBREEHEETFHT 5-DDO—RaEL
LT, ZFJLY EAEROXFIILTIZE RN EMARSNTE L
COHRERTIX, 259 BINE FEFOILTE (n=122) &7F+45L 1)
FE# (n=137) IZEIYfTIT oz, 4T 730 NEDOHTHAMKR TH
AT, BRFELISHIRODEER, EELEOORER, FEOMEEIC
DWTT7FI LY FEEERAFUYLTHOMICEEREZEA&AONE
MNot=,

A3 —7xRAY a-2b(F, JAKR ZEEB KLUV CALRZEEF#HTH ET
BEICENTHEZENTRINTLNDS B8 ETEH 123412805
U LMERTARMIEEME T, 5 &£ PFS &, JAK2 EEZED D
ET BEA 75.9%. JAK2 ZED4 LY ET E&M 47.6% (P<0.05) T
Hot- B, BE 31 FIERRELEINOHAETIE. 1 >4—TJzOY
alzklY, CALRZEZ#ZEHS ET TaLMEBENEDEEL I ULF
BiIREHEMBIELAELNTz, LAL., BIOZEE (TET2, ASXLL,

IDH2 & U TP53) AdHd L. D FECEMEHEIEGIEN LICH
ELTW:', ETEHEOFZSTE NBEREBTIE. RIS 05—
IOV a-2al&kY. BIRGMPRIE 42 » AOBR CTHMERFNTEE
DEIEA 77%. CMR E|&H 17% & o= ¥, TET2. ASXL1.

EZH2. DNMT3A £ & U IDH12 ZEDFEIE CMR ITELGZWLNI &I
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BEE L TUL V=, JAERIAEF A T JAK2 V617F & TET2 O AIZEZEM
BHONF-EETIE, JAK2 £l TET2 NEERTH--EH L
R T. JAK2 V617F allele burden @OFEMNEEIZ/INE Mo 1=,

EiEhD T U LMEERKRABRTE. BYRID PV 8&U ET I2HT
HPERELLT, EFAFIHLT7. RIS A —TJxOV o2aF
=1 ropeginterferon alfa-2 AEEA S L T LV 1921,

IFYVYF=T

% Nl 85 U5 LItiRER (RESPONSE HER) DEERIZEKY. ILFV Y
FZJIX, PV BFIZBITAAT LYYy bOarv ba—)L, BES
FVERDHEDH T, BAT (EROFOHLT7, 4104—2z0OY
FERTA4 8 —TJ O, pipobroman, 7F+45 LYK, LF UK
SR, YRS R, 3LKEF7REYVERAVWEZBEE) LYE
NTWBZEMNFERINE Y, CORRTIE. BEZ2H. EFOx
U L7IZHT BRIEDF+HF - EFMEDBMKEFEEEE 222 4
MILFYYF=T (110 #) F1=I1E BAT (112 ) oWLWTFhhZ5 >
FLibEnt-, TFEI D RRA Y ME, 32 BESAETOELLLTO
AT LYy bDOY FA—LE L VEEAE (BERICKYETE O
35%DHE/NE SNz, BAT HOBETIL, 32 BEICEEIY KR4
U EBEIGVEEFERIEREEEOBIENAALNSZEICILEY
JF_ITADY ARF—N—DRBH 5N, 32 BERT, AT LYY
yhOarbA—=LIE, LXVUF_TREFZZT-EBEFED 60%TE
BEnf=-DIZxt L. BAT #ZI(T-EEBTOEREIL 20 TH- 1=,

AR DOME/I (35%LLE) MBRFHTLENS LU 50% U LOE
BEROBEDVIE. WXV F2ITEHTIEZENETN 38%. 24%. 49%
DEEIZER L. BAT 2 (T-HETIEZENZEN 1%, 9%. 5%DEE
MNER LT, Grade 3/4 DEMS X UFKRBEBDHRARIL, LX)
F_TREBEEZT-EBEDANEN = (FNFh 2%E LV 6%,
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ChIZx LT BAT E#TIEEBIZ 0%) . 80 BREIDEHT—FIZLY.
LEVYF_IORPMGAEDENER S, 80 AU LIZH-Y M
RENTEEVNEHETIHERIL 69%THo1- %8, LXxVYF=J
. MEERBRORERETLELERLTLE (ZOMLLILEFYY
FIBICS VA LEShEREES LU ARAE—/1N—&IZILFVY)
F_INREEIN-EETENTN 1.8%E LY 4.1%, IR LT
BAT #TI% 8.2%) %,

LEVYF_JIE, BEZZEOHLVEETEROFXFOOLTIZHT S
RIEMT+2% PV DBERICLEDITHDIZEHRINATLNS ¥, 3
DE N ARBROERTIE. BFICaY FA—ILEATLEAN, ok
BEEERZHREL: PV EFTHELXTVIFIRENTHD &
MREIN, EFAFOOLTEERTEROBENZOH SN (=12
L. BETILAELY) 20,

YR BRMEIZE D CGABREDHRE
PV BEICHT HARERKE. EHS IUMEEDBEEFREICE DL
THEAICHETIRETHY 7, ET BEDOY XY BRMEIZIX. HETH
IPSET-thrombosis A& FE L Ly 174175,

EHEZME

BYURXD (FE560 Xl MIEEDEEZELL)

TRTOEYRY PV BEICHLT, FAEY Y (81~100mg/H) &
FWEBIM (NI RY Uy bE A5%REICHET H1260) BHRIND
1Ot SRR A B (T HIEAE & L THE S ALY, CYTO-PV HER
T. AT M)y FEEEIE. BRELRILTH =0 AT LRI U Y
% 45%kKiEE LT-ZE 66 BT, MRBRLAHLNEN>-DIZ
LT, AT LIy FEEESF 45~50% & L=tk 726ITIE 9 F
EhHESh-T, LHhL. AT MYy FOEEMBEIX. Bt (42~
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54%) &% (38~46%) TEL D, AY MUY LDOBEEM®EZ
45%KimeE T HI LT, REBOBETHEULEEZAONSD., Ch&
YEWAT R Uy bDAY A ZENBYLKRTEH D=, @5
[CREFTRETHS BRI, THEEEFCOEEROEELEELNA
bNBEBEETIE42%) .

BIYRD (B 60 mELIL F/-IFMEEDEESHY)

=R PV BETIE, MEMEHED) RV EZETEELHILZBE
2. PREUUELTEMIZMZ T, MBIV EEL AT 5, MIRE
SEEE (EROXYHLY) &, MEERICHTH7Z7RAEY Y (81~
100mg/H) BEUAT LIy b & 45%KEIZHFT 5-00EM%E
BrRT B EAWIENAE L L THRIND, 60 RRBOESE. Mg
BEEVELTHITEDOESE, T FRF I L7 LS OMARE
VEEEVELTHIEETHNE. 1>2—TJxAY a2b, RTA V4
—7J7IAY a2a FERTAUE2—T 0 o-2b EEETHEMNT
x5,

AEM M/ R E

BIEYR D (FF60 EFBETIAK ZEL L, HDLOEEDEEREL

L) ELIXEY XD (FF60 ki TIAKR2 ZEH Y., HOMEE

DEFEZG L) F/IZHE XD (FH#60 FEL L TIAK2 ZE%4 L.

D DMIESEDEFFL L)

BIRD & SIZ, ET BFICETHEAETAEY) VOFEYDES L URE
HiE, SUFALEBRABRTIEMMIATLEL, REDRKMLE 2
—DERTH, ETEBICETARMPMEBEEDI R ERRT 4 b+
[FERE L THBOTRBAB THS ENTEEINS P BRURIFE
IHEUROD ET B2FICIE. BBBENEYITHD, BIEURY,

BURIERITHRREI RSO ET BFICIE, MEEEHEDIRI %
EBFIE5=0HIC7TRE!) > (81~100mg/H) #ZELTHEKL, H
mYRIAEE->TWSEXRE VWD EETIE, ZRAE Y VIFEEIC
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FHIRETHD, EEICERL-EBETIE, ZFRXEY 2 100mg d 1
H2EZEEATREY Y (100mg) ® 1B 1EEBSLYEBATNSC
EDRBELMACENTNEA, ChIFELES A LELBERBTHRAS
NTLWEVWHMRTHS 2, BRHETZAEYVDYRYERRT 4y b
[ZDLTIE, MEESEROFELHMY RV ICEIVTHEEET
BZHENHD, BROLESICS CTEEISGEIRLE-EETE. 58
BT7RAEY UNEYELDBBENH D,

RIIDBARUBROREICLDE. BRI D CALR ZEZRH D
ET BEICIHERE7ZREY DOFERIBERTHEVAREENATEIND
O, RIUMREGEFE IR BHEEZTTLSEI) RS ET £F 433
5l (CALR ZE%xHTHEEN 271 . JAK2 V617F TEEXHT 5 8E
EZH 162 i) EXRELTERAEZRE) DR T4y b= JRY
Le#EH@ L - Tk, BEEE7RXEY VITXMgE) RV ICEEEZR
FLTWaho7zh, CALR ZE#HFT 5 ET BEEFETIIHIMORELESE
EREBELTL: 7, ThoDMRICIE., BERRAB TORIABEMY
BENDETHD, LA >THEERE., BIHEATIE, CALR £2£
#8595 ET BFICHLTTZREY >OhE#HET SHI2E+HET
ETVANGZWNEEZZTLNS,

BURD (FEFIZHDP S THIEIEDEFED Y., F/-IL5FH5 60 sELl
LTIAKR ZEDHY)

FAE Y (81~100mg/H) LHALE-MREEVEE (EFOFXDD
LZ7FERIE7FHILYR) BEAEE LTHESIND, 60 ERiEmD
BE. MEEVEEEVELTIEETOESE. £ FOXTD
L7 USOHIRBDEENBELGREETHNIE. 14—z 0Y o-
2b, RGALvA—TJz0OY a-2aF=IERTA2—T7zA a-2b %
EETHENTES,
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AERNRHEEE

IWG-MRT & ELN [2& % PV B KU ET [CxT DAEDRHTEREL,
2009 FE(zHHTARI N, 2013 F(HETESht= 5, EHIFEIL CR.
PR, EHE LUV PD [CHEINt=, BTSNV RHERETIL,
MPN-SAF TSS IC&k > THERZFHE T S L D ICHEE S, CR F/(E
PR MFFMIZIE. 1) AN aIRELIREZ SO EBBEEDHIZ - FEIRDE
4% & KIEAEIRE (MPN-SAF TSS T 10 /R4 > FRLERD) ; 2)
FRAEMBRE D RIG (/M RE <400 x 10%/L., BMmIk%k<10 x 10%L. B
FERELZL, BLWEMALTAT LS )y F<45%) ;3) PD @
HIEA <, A OEMMEFE(TMBERALLY; BHUIC 4) BHIZH
[+ 24 FERDD 4 DOATFIT)—HEEND, DFEGCEHED
[F. CR F7=[¥ PR OHIEICHEL . RETESf- IWG-MRT & ELN
[Tk DBEDNRIEEETEIDFECEMEIOERNRINTULE
LY,

JAK2V617F allele burden

RHOILFYYF_THRETIE., EFAFOHLT7HESLG PV EF
T JAK2 V617F allele burden ASEiA 35 Z EARSINTILVS %, PV
B LU ET £3E T JAK2 V617F allele burden W% V2 & (X, MF AMDER
LELVMBEROEERATVVEREFELELTERESA TS
05207 CHEDHEND. MF ALY R INEVEEDREIC
JAK2 V617F allele burden ®E=42 1) > HNER & 1 5[ REMEAVRIE
Ehd, LMLGAL, BBRFEREOFRRERFELE L TOH JAK2 V61TF
allele burden QFALDEREIE. FEAEEILINTLEL, Z0O L,
JAK2 ZEIZNMA THODEREZZBOHLEETIE. 1 DOEEI/O—20D
HERICHESTHOERI O—URR T LLELT D LIRS0 2%,
ZDR=H. L—FUDBKZETABREDIEH LT 5D JAK2
V617F allele burden MAIE (XIFM = TIXHER S AT LY,

2018 £55 2 hix 09/07/17 ZE{FHE © 2017 National Comprehensive Cancer Network, Inc. £&Ei#5#i & 2219 5, NCCNRDBIROMEIC K BFHL < FHA FSAUB LU ZITEFIBM SR MEERETHLIF. LHGBIHBICEVTHELLEATIS,

EMDE=AF Y TETHA—T Yy TEE

BEEME. HIMY RV E2EHH R, Mg L UCHMmES 6
EEFHITDETHD, TXNTOEFITH L TIREEIEHMD
F-GREQDE=2) VY. DOEBKRAFOEE. HoWIZEXME
VWD &/ FIFEEEEDKHM (ET BFT) OE=FUYT
NERIND, BRAETREY Y (B&U PV BFEIIXT HiEMmM) D
FRtR#%E. AHA K54 > Tld. MPN-SAF TSS ZRUW-ERKDE=4
)y, REEEQOBIE/EROE=2Y VY. BLUHEEDEREN
WELGAHAREEICOVTOFMmEZ 3~6 » AE. F-EHRRMICESG
DHBGEFINIYSHETERT I LETHELTLS, BEEZF
FBELUEBRERE. BROICEENH D56 (KEEEOERKOH
BEOEMIZLYVERMFITONDEZS) IZERINETHD,

MigfEF - IFEREEEOREMOFH - HRE, BELOEEF-IEHRE
MERES, EREESBEZ-IMRECEE, EREES /MRE
. EEI ZAMBRKIEM., £/ PD (THSERIE. MEEDEE
DLEUERITAFEEAOND, REDHAHAEARURARICLD &
EFBFOILTREZRITTNS PV EET, ELA 1 457V 3
BIUEMETHHEIE. MBEOREELAFREIIEN >z 3 &F
T 20.5%. CHhlcxLiEmA 1 F£H57-Y 2 BLTOHEEIL 3 £T
5.3% ; P<0.0001) *°, LML, ChoDMEIX. HOFRILHEET
EhM ol 2 REAEOE KOFIH L7 TOMBKBLDHRE
(ELN NEZL-ERFAFOIOLTICRT SMEFEIETMBEDEE
D 12) IE BEHEEY AML ADERED Y RV DF N EICEET
5FRABRFTHS Y, YIENARE L THERAVEREZEZ1T5
BURI®D PV F£=E ET EETIX, E FEF I L7ITHT B
BELIEMEDE=F2 YV ITLERTIHLELH S ™,
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LRERIE. IWG-MRT & ELN IZ& BB EHTEEENERATRM
FIZKRESIN TSI &, FEEBRIIEDN IWG-MRT & ELN 2L S F
SHEEDOBMEISELEVWATREENSH I LEFRE LTS, ERET
AEY VEBEEZITAEFRICONTIEH, HRHUERETERIATYL
B, HEEADEEEZT TS PV 8&U ET EFEFXKELT,
NODNRHEEEZFTFML-ERARUARIHEONIZIETY
RAZ&kdE, HRHEEETHMHRINTILVSD CR MERIL, ELNMFE
ERERFIIBEMBEEFHRODELHE L TLEWI EARE
Inp AN BELOMBERNEO SNIBIRESNE-EETIE.
MEOEEILIEBEOVHBEZELLGELAEENH D, BEDRKZE
TlE, BEMBERICOENEELLT HH. REDOEBRKRMAEZFE-T
Ho9. MREVEEZZEZTTVWSIEEICH LTEEL T SAMERE
FEMNREEHRETEDLETOIETUORIZEDLT—HIEEDL
NTULELY, BETMIE. EEAHIET L R BEEEKROREIZED
WTIT5RETHY . BEOBMERKFE(Ti/Mrsk. £EF Tl
BEFEEIHEOLOFL-LGREEZFHTHOIC. EREFOEEICE
CTERIZHET 2BLELH D,

MRV BRENEL EQDAREDGTVEERDOESE KEVRXI0D
PV EEBIEYRY ., BURVFREFFEIRID ET) EXUHEDMHE
BDERETHAGHRAFEONTY RV D PV F£1(F ET BHIC
X LTIE, URIDBROMBENERSND, ERLA 5N, MR
FENEIS LG DHFIREMED H S BEICIL. MBIV REDRIBAHLE
Ehd,

LEVYYF_JEF, EFOFIHILT7ONEAFT+AF-FERFBF
DOLTICAMBTH 1= PV BEDBEZEIGE LT FDA Mo &R
INTWS, ERAXFIHLTERIFA2—T7 VI L THAM
BELEMENBOONEEFHICHLTIEX, LEVIFZTADYY
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B2 (PV E2FERIT) FLERBOMBEILELZ (FRENZEG
&) HAfERINS, EFOFIOLTHNESTH-- PV LY ET
BEIC, JRLVLIZ723FMESATEY.,. ORFNELEEHEE
A 83%. PMR EI&A 33%TH5 ', LML, TRILIT7 VI,
AML BR{EEAFEIZHEWI LICHEEELTR Y., FRILI7UEEFR
AX> DL T70EGERIE. ZRBPADI RV EFEIZEDDHZ LD
WESIhTWND 2728, 2=, BEERIF. AEBRKELTT
AT 7UoDFEREHRELLGL,

PVBLXUVETDERIZEITHEALEEEIR

MIIED &
FEMOmMREEZART SBREICIE. BRMICEVIGIEREERE (HIZ
. ERFANY Y [LMWH] | BEEZOPEEZE [DOAC] . TL
TJ7)Y) OEANHEINDS P, MBREDTHE L CARERICH
BEEREETRVISERT 515E1E. %D American College of Chest
Physicians Guideline [CE DWW THIEIRETHD % PV I ET
BET, l/MREZOHRAODAREZMHT. MEBEEEDERE &L
VE G ABRMDIEH EBDI LI SBIETUORIZE DL T2 1EH
SNTLVEL, HRERZOBETHRIL. OIRBROEEE. KFE
BORE., $LURREREPLEEZOBROTREIZKET S 2, &
HOEMEZBNITMRETZIIEELGHLNEZET S ET EETIE.
M/NMREENER E B DBENH S,

H D EE

AN HHMDREEZRSN L. REICH CTHET SRAICHLT
HENMBOHTEETH D, HOMNATIL FO—ILENEETTREY
vERET S EEDIT, MMRBEIERERT S =-HIT@E G MRRD
REDFEREZERIARETHD. B RAVDHEMREEZZITLEE
THI/MREAZ WM EEEXREREFBAOHMAAH 5N SHEIZIL,
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%X VWD (von Willebrand BEF/EHE) P2 DD EREESIZ DL
THHET 2 BEERENHREINS, FHLAVELERLDSZE. 5
[CEEME. MIREREES K UBHIRENA LN DIKRRTIE. (PR
BREOELHIZ) HEREMAEEZITELEEMAEICK G YL
T—avhHRINDS,

Fir

PVEKLUVET BETIE, FEAZEBLGEEZTHO>-TLWTH, HnD Y
AIDEL, FEAOFHORICE. ARMFRITHES ARES &K UH
mY)RVIZOVWTHEIZCERELTHEBELH D, PV (n=105) &
KU ET (n=150) NDEEFZEXNRE L THEDEIFEITML % AR
MIBITICE D&, KZBHDEE (74%) NEMETICHBABOEES &
WiEmM S mAREFIFARZZITTLV =, MEBERAE (7.7%) F1=1&
A (7.3%) BEDAHEZRD-, BIRMEERIL. ET BET
HEMNS < (5.3% vs 1.5% ; P=0.08) . #ARMIEERIE. PV EET
SMEENEMNST- (7.7% vs 1.1% ; P=0.002) 2?2,

TRTOEFICH L TFMATIICHME X VCMREDBRFEFESICHE
RTLEFHNEENHEIND, BRFHOBZEICIE., MRICERSE
FIEEBRMARES S VCHEMD A L TEEICREZITORNETH
b, FHOFH FIBRARFHRELERBBICHEZ5FKEE %
HESHENFE) OBTRICORES FUCELAAONTIZIEEIE. &

Paim/MRERE. UREIREO FHIRS & & UMD REIZE - T,

FHOEZELAIMBFEVESIERIT LG, +2ICar ba—
LERETHDH, PV BETIE. HFHRHFHOEITET 3 » AMICHT:
YA bP Uy bZEarbO—)LL, BREICHLCTELZEML TH
WHIFEMRTIICAT R Uy b E AS%REIZHBFIRETHD, MEF
DMZICIE. PREY VIZKDFHEZEBLTH &KL, BEIRMEE
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BEDY R AEVEHOBER. LMWH 2k 2RNBFHESET
RETHS,

iR

PV 8&U ET BETIE. HIRIEE I RV DBERRKREEALESND 2,
JAK2 V617F ZEDHFEIL. HIREGIFICH T HIFEFAREFTHY.
EIREHHEIX ET BHICETH2ROMBREBEZD R VEREEELT
Wg 2%, FREY OERIE,. EREFHEDERICESTH Y.
H¥IZ JAK2 £E%2F95 ET EETHEITHLIZ LB BESIATLS
228229 ET #B& 78I 145 129 BIDIFIRZ R LI=FIEIZL B &,
JAK2 ZERZHT S ETEEBICEWT, FRAEY U5 Z(T1-B&IC
BAHENRHON-EIBIE 36% THH=DIZH LT, ZRED Vg5
2T o1=BETIE 68%THo1=, ET D&t 36 HlIZEHIT5 63
BIDFIRZRETLF-BIOMRICE D & RE - REDHEX., FIRAD
HIZF7RAEY) U552 (11-8ET 21% ThHhH=DIZH LT, 7RE
JUBREEZ TN >=EETIE 75% TH-o1= (P=0.002) 8, %
ETERIN-REDAARMIAR— FHZE (MPN LZEiShi-&iE
M58 4l ; ET EZMShf-&tEh 47 ) OEENS. MPN 2ET S
ZHTIEIBAEREHE. RHESLURARETEEOHEEN—RERAL
HRTEWIENTEINTIVS 20, KEHDLME (88%) N7 RE
) o555, 512 38%DXMHEA LMWH DFREREEZITTL
fzo FHEAMENARLBEENOTVHEEFNEHET. 9%DXETHRES
N, 2%OHFERTHEN 10 \—t B A J)LEZFE>TLV -, PV &
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EIRATICE Y RV EIROEMEICK DM EEETRETHD, 1KY
AR (ETEEDEHHEDEEL L. Eatt0miedRAL L. £
#5 35 mREMNDM/RE <1000 x 10%L) TlE, RGBSR H K UH
1k 6 BMETIEAE7RAEY) > (50~100mg/B) DFEMNHESL
%, ERNAFEINLSBOHN 2 BFFITHNIE. FRE) oDk s
LMWH 2K 5RENFRETH S, &) RV iER (BUNERESOBE
HY., BEEOmMBREREN 2 D2ULE, BEOHIETEEDSHHE.
FIEEE 35 mUEMDI/IMREL>1000 x 10°/L) Tl&k. EREIRM S
BLURPKE 6 BEETERRAETZAE YV EELIC LMWH DO F[HE
5 (BT#HE) 2ZBITRETHS,

BRE7AEY VX, 280 1~2 BREEIZHIEL. LMWH (X, [E5E
NPRINIBZD 12~24 BREAIZPLETRETHS %, LMWH %
BELTWREETIE. PBATOEENFEICHEA TS EPLET S
EELGHPHEHRT 5012, 8 RIVBIROBEMES &K UVER FHFEE
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TOBREEZITTWEBETIE. 41 02—TJxOVICHYBZRERE
TH5,
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