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Prospective observational study to assess the prognosis of patients with

myeloproliferative neoplasms in Japan
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1. #EE

1.1. HY

HNEICRT DB SIS (nyeloproliferative neoplasms : MPN) 0 9 HEM:Z IfiE
(polycythemia vera : PV) | AREMEM/MRIIMAE (essential thrombocythemia : ET) | Rijf
HEAL IR MR B BEARAHEIE  (prefibrotic/early primary myelofibrosis : prePMF) | JFUJ&M:
HHEMRMERE (PMF) DAAFR, A N2 MEAER, BLOTOREITHEL LTI A 7K
A RIEERIZOVWTHEEZT D Z &,

1.2. THA
%k 2[R Fif R & 2 — NS

1.3. x&
WHO 43 JHCKET 565 4 Fl (2017) DM HEIZ F- SN THI7- I MPN (PV, ET. prePMF, PMF) & 27
hi-8%

1.4. BEEHIE

1, 500 {1 (ET A3 900 {5, PV 73 500 5], prePME/PMF A3 100 f31))

1.5. #HmIE B

FEFHEEE - AWM Overall Survival (0S)

RIUGHIIE A - fARE « e A X hOFRIE, AIH~OBAIT, ZIRMEE BEIRHEE~D”
17, BWESIMIE~OBIT, —IRIEMN A, MPN-SAF TSS (Myeloproliferative Neoplasm
Symptom Assessment Form Total Symptom Score)

VERWEHIIEE : #°/ A DNA OIRAF

1. 6. WA
BeRHAM 74 (2016 4E 4 A ~2023 43 H)
B 104F (203343 HET)

1.7. FRAREE
NET MR ERFZERE MR /My HIISR
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R

2.1. RBREH
B BEHEAEMEREES (myeloproliferative neoplasms : MPN) (. WHO Z3%E% 4 i (2008) TlIE
PEZIMAE (polycythemia vera : PV) | JFUEMEEBEMAEIE (primary myelofibrosis :
PMF) | ABEVEIM/IMRIIE (essential thrombocythemia : ET) | @B &1 (M55 (chronic
myeloid leukemi : CML). ‘A BEHTEMENES -8 RGERL (MPN- unclassifiable : MPN-U) (2K
MENTWD, 2055, OML X BORABL M RKEEF & L TRE 41, HARRGECTRE L
LD MPN &R & S Ep Y | S L TR D 2 &30, AWFRIEL. BARIZEIT S5 MPN O
TARICE U CRBUR S sk alim < BT 78 24T O 23, AMFFETHRD % 5 MPN (X, PV, ET,
PMF @ 3R Z MR LT 5, T MPN ORI T & LTI 2003 512 JAK2 Bin+ DA S
WRE S, ZOH%, FarRREF B R e 32— NI % c-MPL DB ERNBFE ST
72 (1), F7z. 2013 F(21E JAK2 <2 c-MPL Z8 #0720y MPN JiE Il DO K 202 BT
Calreticulin (CALR) DR TZERNPRD LD Z &Rt Sz (2, 3), WHO /3 EUKGT R
4 IR (2017) Ti&, MPN OZWIEEDO KREBIZ, JAK2, MPL, CALR DBInTEROFENE
NTHYH, 5%, MPN OBZWITIBNWT, 2O DBEFEROBBNPARARIZRDE LD
2. ZWNCH o> T, BBEERIC XL D ET &4 PUF ORI O \EEM R ST 5 (4),
Z D78, WHO 23 FHAET 5 4 i (2017) TIE, prePMF 2MNE L7280 & 7r o 72, S 512, MPN
\ZBWTIZ TET2, DMUT3A, ASXLL 72 ¥ D=5 ) AN D 2 BIR T EAROFIELH 5 M
IENTERY, £, JAK2, MPL, CALR DEALTAESEZF7272\> triple negative MPN 73
MPN D 10%REIZHBND Z L b, Atk FROBLFERD, DR T % T HICH A
END AR D D,

2.2. OWBEIZEIT S MPN D aFr— MFFE
DOAREIZEIT S PV/ET OB 7 2 L LTI, 2006 412, 1994 45 1 A 55 2003 4F 12 A &
TIZRWr & 4v72 PV 266 f5i], ET 388 BillC oW\ T, HRIESL 7» HiZbleoTr74r—7 v
L. ®AFFEB Lo - it a X2 b7 U —AFRPME SR HE SN TN D
(5), ZOWMEIZED L, PV TIE, 131 » HRRR CORAETFRIL 72. 8% T, IR B BEMRE
FEIZ 2. 6%, EIMA~OBATR 11024 Hiv, MARFEOBEA, e - itk <> F 7 U
—AEAFROERIN T & LTl Sz, RIS, ETIZOWTIE, 131 7 AR COREFE
(X 71.8%C, IRVEEBERRMERE T 2. 6%, BN ~DORAT 2. 9% HL, Hn 60 il L,
MARIEDREEDS, e « HIfLEA X2 b7 U —AEFROMERRK T & LTSN Tn5s, L
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DU, ZOHEIL JAK2 BROFLLIFIOFA DD MENTERIZ, JAK2, UPL, CALR D&
B EROERITE T TR, —JF, PMFIZOW T, bAEICBWTIEE L o728
Hie <L REEEMEE M B 2 BT A SRR IEBEIC £ B RO BERRAEIE O 2 EFHAEIC L DR
BB, BEIA RTA L E L TREBEIN TV, TI8 FIOMHTIZ LV | &IEOEFHM O
AL 3. 8 4, 3HFATFHRIT 59%., FASERIT, AMFE~OBIT, Y, ML <, ZhET
W SN TWAEFA T8 (international prognostic scoring system: IPSS) DHIC
DIPSS plus WEMATHDH Z ENWRENT VD, BIEFEROMNT () 2o\ Tt b
P ECIIRBE 23 72N 2 L DD JAKN61TE BRI S TIEFIT, 20K 40% T,
Z D 9 BRIFEIZ JAKN6ITF AR B H S T 5,

2.3. BARMBRZERIC K DEMBEEZRTA T4

2013 T A R MK T K 0 EMAIEGZIE T A T A4 VRS2, PN DIREIZ DN T
X, ODRENICBT 2 KB R — ML= T A 32 L, ZOREREHIZTOVWTIL,
S O KREWRIRRBR OFE R 2 ZE IR S h TV D,

PVIZHOWTIR, Tefferi HOMAIRIEY X7 BHBERA SN TN D (6), MAKDHTA KT A
T, FREC, Fl, AmEkEk, MREOBEFEICIES< AR THRY 27 0E b bR T
5(7), A K74 Tid, KEMIKFS, European LeukemiaNet OVRMEFEET & [AIFRIZ, ¥
NXTOY A7 T MBAET A Y L2k THié~~ F 27 Uy M 45%% H AR L2
IT9 ZEPHERSINTWD (1, 8), MEIEDEY ZZHETIE, A FrF UL TIZL5HM
BB DRI 2 BET 22 L Lo TV, DREIZBWTSH, ~~v 7 U v MEDH
A % A5% ARTMIZERET D _XEDE 9 DI B Tldew,

ETIZOWTh, BCKOBEL Y, MBFEDOY 27 8, AGTHRY 27 08NS T
W59, 10), FILTIE, ZEBIOESN S, L TE Y A7 454 E LTIE, International
Prognostic Score for ET (IPSET) (11), IMAESE Y X 7 43% & L Tid, IPSET-thrombosis 73
WEShTBY (12), SIS HWLND Ebhs, BARMKFEDOTA KT A4 Tl
KENMHKF2S. European LeukemiaNet OIEFRFEEF & IXIXRARIC (1, 13), MAEMY 2 7 B
TIIRELEE, DMERY A7 24T 20EHEEmY A7BETIHERAET A Y &g KR
XU LTHAICE DM O b e — RSN TS, LavL, ETIC X DK
B7 AV O T A FZ L, BKOHA T4 Tk, BEBED/ ML, 40
F/uLUFICRESNLTWD DD, ZHEEMITLTET RT3, £z, Hilibi
ETHT T 7L T4 FPER I (14) . WWET VT Y XL EOAMEDITIE, BlRF R TIE
B 622 TIEAR vy,
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PMF (ZDWTUE, HA RT A Tl BUERRKIGH ST\ 5 3 Do ERRA T 145048
(IPSS, Dynamic IPSS: DIPSS, DIPSS plus) 23FC# S 41, DIPSS plus (ZH2< U A 72X
T IREAGHPREN TN D (15-17), KEMLIR T2 OWEFESE & FfRIC, Pi-2 U 2
7, @Y AZRETIE, G T REEER T HIUE, [FIFES M AL S T D (18

19), BAHBEIS O VEFISC, JERZ AT HIKY A2 - difl-1 U 27 BT, BRAREROK

AR HME LT, BARMLFRALEY Wil EOIEREBITHOILLH A, 2014 412 PMF (2% L

TJAKR2 B TH LX) F=T 0, DRETHERI N (20), WO RBBEGA

BRCix, MRS SRR OWE T T, AAEFHMOEE b RINTEY . DBRETH

A ORI PRI 5 (21-23), —J7. JAK2 BRERIOALE-ST,  [FIFEE fL Rl Al

FEBEITKT DGR EVEH 5 TR,

2. 4. ABIEHZEOIRHL
MPN DIRIEIZ DWW TIE, EIRD XS IZERDNA Rr ¥ oo LT ITNA T, 2014 4FI21 PMF
WX LT JAR2 FHERCH DA F Y YV F =7 ETICH L TCT 7 LY Rv&kR S, 4% b
HHRREOBE AR SN TS, LHALARRL, bREICKT 2 KR — MI LD
TEF U AFZ UL, PN OIBFEIFEHT OV TIE, A O KGR RBR O B2 B & (10
RENTHY, OAREICIT 2B R ARRAIEE, B8 EERAEFIII O Tty
D& H R FNE, DAREO BEBHRICE T 5 MPN OIRMERSCE M OB KSE & ITET 2
T EiE, FEROIGHRESEZ B 2 5 E Tl CEERFERICRDLEEXOND, 2T, 4
[m], HAENZIT D MPN OFE: - TR, TRICBET 2 RBER T — 2 N— 2 2B L,
fENTS 5 2 & & By & L C S sk L m ORI S AFFE4A FHl L7z, £ 8ERIL, 2l
(2. T IS JAKNGLTE 255 JAK2 exonl2 2854, MPLZESL, CALRZERDOWEFA, & L<
FHEENT OV TR STV DD, 1I5%RREDIEMIT, BinFEAEN LI TWARY, £
ZC. MPN DJRE & 72 5 IBAEF 1T DV TRERAVICZE BAFAT 3 FTRE & 72 2 & 5 (AR i A Bk
kD7 7 2 DNA OERE % Gl L7z,

3. HEY

DOBEIZEITSH MPN(PV, ET. prePMF, PMF) OAEfFR, 4 X2 AR, BLORFOIREIC
B RIET U RN, IBRFEEIZOWTGRAELZTHZ &,
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3.1. FEHH
PENCIIT A MPN(PYV, ET. prePMF, PMF) ODOEfFZR L FHUTEEL RIFT Y 27 KHT+4%23H
HIHZ &

3.2. BIREIBERY
SRy b, FhbBIARSE - kA <~ EIFE~OBITER L O R B BT
B ME~OBITRE ZNICEEL RIFT ) AV R T20ETDH oL

3.3. BEWBH
TR B A H 2 ABIE T BB E ROV CRESEDIEZ I D 7= D24 ) 2 DNA 4
MURGFTHZ L

4, THAL v

4.1. T A~
L sk LR FT & 2R — NFSE

4.2. FHHEHE

4.2.1. FEFHEE
A Overall Survival (0S)

4.2.2. BIRFHEEHE
MARSE « HIPEA N2 FDOFIE, BMIFE~OBIT, IR BERRHEE ~OBIT, EMEZIMAE
~DRAT. IRIED Ay MPN-SAF TSS (Myeloproliferative Neoplasm Symptom Assessment

Form Total Symptom Score)

4.2.3. BRERFHMEE
4 ) I\ DNA DFRTF

4.3. BIEBGIERIEK
1,500 %51 (ET %% 900 5], PV A3 500 fi]. prePMF/PMF %% 100 1))

4, 4. HWrIEHIRE
BeRAM 74 (2016 4E 4 H~2023 4E3 )
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BRI 10 4F (20334F3 H £70)

4.5. WREDOY X7 LFI%

ARWFFRNZBINT 5 Z LT K D BREE N~ OEERRFLSITAE Uy, FEORFONIZEE
2B, KiEiM A 7~10mL $EHT 528, HEBZEDORNTHHEITONDLLETHY . EIHED
U R 7 1386 TR, i, BEYSEORIMIZ K 2 A HENE 2 - 72 35A 123 O e 4

Do AWML TIIHRE 2 FrET 21 (BEEL, BEEFAM. EEES) ITHV RN

5. WFEORRR L OMHER R 2 AR T HERIEADBRE SND Z & DRWE S IR
T3, 2B, AFETIE, HBREEZFELELEHRE LT, AFEAREZAV LD, FHER
L AT LT JSHIRBBRBE S 25T 2572 E, X—=2T7 4 NHFROIRO 72X D IZHE
WZHRO D, WFFRORMRIT. FRO-E REHE MR DR B 3 X OVFERiZR O —B & 72

0. Ak &R D AREMER R EZ Y,

5. Xf&

5. 1. XREBFE
WHO 43T 46 4 hi (2017) O W MBI EL-SUWTHi7=1C MPN  (PV, ET. prePMF. PMF) & 2k
Shi-BE

5.2. BV

LIFTOREL 2Tl BHE LT 5

(1) WHO Sy ¥ESET 55 4 Wit (2017) (4) 0D R2 MR U 2 i 7= BT MPN JiE 5]

(2) ZWNCEE L CEBEARZMTT L. JRER L AN — b AR AT RE 7 JE B

(3) Phl Befa KRRt & %\ N BCR-ABL & BASFI2IE D W N0 HERE S TV D AER]
(4) ABFFEFHEIC OV THICERE L. ANIC L DRES FTREREHE

(5) [FEHUGIHZI T D F AN 16 sl Lo BE

5.3. BR/VENE

(1) BBEA A THR T, WA RERROERE 2200 . MDS 2RI T X 72\ e f
5.4. HkRYE

RIEHE 2 B > 12454

10
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5.5. PWrinE

5.5.1. WHO Z33EtkET 4 4 iR (2017)

(1) PV

KIEH

1. BHETIZHb>16. 5g/dL & 5\ E Ht>49%, 2ot Cld Hb>16. 0g/dL & 2\ M E He>48%, b L <

(%, ARIMERE DS IEH TAED 25% 28 2 5,

2. EREAERICT, FRFERGR, BERERRB L PRI ORI & | S F S E 2R
FUZERZ AL D LR (FElIZE L) 2805

3. JAK2V6ITFZEH, F7-1% JAK2 exonl2 ZERBRO BN,

/NEEH

. M= 2AaRoF DT,

KEHZ 3 OFT TG/ $ 7, REH1BLO2 &/NEE ZmZT,

o RIEHE 2 OF#ARIT, Fifed 2R MBI (51T Hb>18. 5g/dL & 5\

Ht>55. 5%, ZcPEC Hb>16. 5g/dL & 5\ M d He>49. 5%) & 386, KIAH 3 L/NAR 7=
Elx. RATIH AR, 2720, BEERMEEOIENL, BEEROS TRITFTRET (K 20%

DIEGITRD HALD) .« BHEALOFTRIZ LD . ZRMEBERHEE ~D X B OErT %2 748

AHETH D,

(2) ET

KRIEH

L. /=45 5L E

2. BRIAMRICT, RKEUCIRBRIC o HE Lo BBk & o 72 (ZEAZER R A e oD HE 5
RO D, TERIERRCIRIFERCR AL OB 5 232 A0, P ERD /2 B ENIEED 72\, MY
MAEDOIE DR (FL—F 1) IBOTENTH D,

3. BCR-ABL W51 CML, PV, PMF, MDS <CfhoD> B # AN D WHO FEHEA Zrfe S 7o T &

4. JAK2, CALR, MPL\ T DBIEFZE R 2580

/J\IE H
1. KB E Dy a—F~<—0—0NFEE, HDHWIE. ROSTE/ M IIEE O T 723
AR

KRIEHZ 4 O~ T2 97, KEA 1-39~TE/NHEA 27,

11
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(3) prePMF

KIEH

1. BEEEROBGE L BIERNFET 205, 7 b— R 1 % 2 2 28R HE OB A X b 7,
FHIZ T U CEBEO MR O M2 58 FRIECR ML OREAE & UIE UIZAREFERCR ML O
DELED,

2. BCR-ABL W5tk CML, PV, ET, MDS SCHLoD/H BEPEREIS D WHO JEHEZ /e 72T &

3. JAK2, CALR, MPL\ TN DBIGFERZRD D, O DOBIRFERPR2NGET,
s a—FN~——BFETDHH, 7 a—F~—"—%ERORWIEEITE, JOGHD
ARG AR OFT R A 2N 2 &y

/N H

TRROWT A% 2 [EERE L TRD D,

a. PHEREIC X H72WWEI

b. HMEK=11, 000/ 1L

c. flknmIRE7LNENEAS & 5

d. Imy& LDH @ E&H

KHEHE 32T XTE/NHE A 1 DL BT,

1 2 JAK2, CALR, MPL T HDBARFER BROLWEGE T, MOBEOmmWIRIE AR
(ASXL1, EZHZ, TETZ, IDHL/IDHZ, SRSF2, SF3BI) DWMFEMNZWIOBT & 725,

FE o BURME (ZkME) OB (FL— R 1) ZEUSHEE LT, BYE,
H O, BIERE, ~7 V — g A i U o SR g, o, TEICED
BHEERZETOND,

(4) PMF

KIEHH

1. ERZEROEME RIEAED b D, WEIL, M L<iEa 7 — 7 Uit o 4
(FL—F2, 3) &9,

2. BCR-ABL B CML, PV, ET. MDS oA o> HERIESEF 0O WHO JEHEZ Znfz S 700N 2 &

3. JAK2, CALR, MPL T IINOBIGTERZRDO D, TN D DB TFERNRWIGEI,
D7 a—F~——=RNEET DD, 7 a—F~—h—ERBORONGEEITIE, KIGHED
B BEHRERRAEE AR OFT R 72N 2 &y

/NEH

TROWT A% 2 [EhERE L TRD 5,

12
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a. PHEREIC X H72VWEIM

b. HMLERE =11, 000/ 1 L

c. fiEIRIREZR EDS B 5

d. 1fiE LDH & _E5-

e. FZRIFERIE

KRIEH 3T XTE/NEBZ 1 DL Bz 7,

I 0 JAK2, CALR, MPL\ I ODOBIE AR RO RWEEITIE, OB O @O EIn A 5%
(ASXL1, EZHZ2, TETZ2, IDHL/IDHZ, SRSF2, SF3BI) DWFEMNZWIOBIT & 725,

o BOGE (TN OREMREREEN (71— K1) Z2AEU 250 LTE, BYYE,
HOSERE, 1BMERE, ~7 V —Mia A Mmoo ) o SRS, o, THEICED
HHFEENZZTOND,

2]

5.5.2. BIcFEERE

PR AL 95 JAK2V61TFZE R, JAK2 exonl2Z8 %, MPLZERL, CALRZEROWIRL, %
RIS THIATS %, £ DR, MAFEISMex OHWIZEZRD, B, Z2WE BN ET 57

. BRI IUE, JAK2V61TF, JAK2 exonl2. MPL, CALR 3T O#fn 128 ROMAIX
VEE LR, b, BinFARTABERE (117, dIvhEsie) (2 Tilts o8is
BRAEDOZ T AN ARETH 5,

6. FIE

6.1. R Ta—)L

(1) ARBFZEICBIT DEE L FIRICOWTIT 111, FERiRH 238,

(2) BEFICHITRIB CEICHE S EHH AT 72 E T, KFEE~DOBNZOWT, LEIZTH
BEED,

13
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F—Ht2H—
FRERFAF SRS
TS s5—
e ZEERORE. EEETD
HARMAFE =
T S B2 O
o = |[EXEAFEFHATH PAZERAIASEE. 104, 15FRIC
FE NNt = bl = L ey
LER | mERRE FOREL. BAMRTS
TORESLHZLEERTD

BRI DT L — RYE L RE
HEEOBE|CDOVLWTHET S

MAARR SURMRERERE

B
E—-IA-TIL

EBEFICED., MBERADRE]
I%. DNAfL. RERFETD

(3) BT ST OWAEIEAE A 727 LIl L7oRE © AR ETE U/ 35 1T,
EDC (Electronic Data Capture) 3 AT A% HWNTIEFISERAZIT 9, JEFIEREERFEIC MPN-15
TEGIEERT 5N HE S, DIBEOTFT =22 2 —L 000 L 0 IZEAFRE AT, %%
ENTIEFIREE S 2 WD, EDC 2T LAA~DT 7 & 2 21%, BARMKFSHEMED G
O OMREMLEN, 7 —F B =~ Bk a1T 95 & & bio, WO E R 5 N
FAEE G4 T 2 AAiBE OREEITV., EARRET BT FOBBPBLETH D, F v
TAVVATLA~DT 7 RAL, £OT U MeHnTiThbihvs,
(4) JEFIREKIHL, FTRRON—ZA T A UAFHE, 2FREIZVEFF L, EDC 2T AT TAT
T5, TRTOT—ZIE, FERICHE S LI,

RADA =X, INTEHEE

MR, AFEH A

2w A, 24

MAE, BEAERE. SOHE. B TREREHE
RAEDA =¥ v, ANTES, AFEA BIIRBE R — MFRIZBW TEERERE T
DICKETH D, A=V /b, ANTEZTEEEERT = v 7 OIS, fifii 7 —#
& ENR,
(5) ARFZED TS 2B L, A0 i il o EICRE SN mBRE 5. B EBZHE T
9 L IRERZR UL T, T~10nL OARMIM Z BT 2, $RECL 7R MLIE, FUBHRE k2
BT D, PUBMREEEE Tl BRI L7 RAY A B & DNA A fht U, AFZEfIfI o, wiks
REEIT 9, AWFETIEL. DNA DRIFDOZATV, BARFIITIIATH R0,

14
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(6) -EREERM O BIRE Ry & ORELATR., ROVEBERAE(LD 77 L — REHE) . B8RO, B
RO IR A RS R & FEA b, MPN-15 JEBIPEERE 5 4 fidk o B, H ol @RI FAX 253
Rid, BETEMNT S, WTFROBMAE S MPN O BEZE TITObRD b T, AR RICILME
NZFETE DHRITE 220,

(7) ek, T4, IR, MARE - Btk <2 b BIIE~OBIT, L O RIEE R
HEIE, BEMEZMIE~DOBITICOWT, EDC Y AT MM TANT 5, BEBIMTIX, 1ETE
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