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R

TR 2016 SE WHO B TT F) B BE 38 FE A R 23 K An 1, 22 M B 3980 9 44 0 B R 484 5 4 &2 (Philadeelphia
negative myeloproliferative tumor, Ph-MPNs) & B H 4 4 41 i3 £ %E (Polycythemia Vera, PV).

JR R P I /MR £ fE (Essential thrombocytopenia, ET). JR & & BE4 464t (Primary Myelofibrosis,
PMF). 3= T Bcr-abl-MPNs ) &R L] B 87 M 5 R JAK-STATIE B 3% - B1 TJAK2V617F. MPL. CALR
HARZRIAGRI, —RAUFERKIRRE, Je# R E AT =5 & B 58 14 8 (Triple negative
myeloproliferative tumor, TN-MPN). fEBMPNFIEITRANDFIAR, HRTHER EMPNAE 2 A2 IlE KR5S
SRR R RE R G T4, B2 i U R R R B, BiRTT ZR R LK.
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Abstract

According to the WHO classification criteria revised in 2016, classical Philadelphia negative mye-
loproliferative tumor (Ph-MPNs) mainly include Polycythemia Vera (PV), Essential thrombocyto-
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penia (ET) and Primary Myelofibrosis (PMF). The current mainstream view on the pathogenesis of
BCR-ABL-MPNs is JAK-STAT pathway activation. Due to the discovery of JAK2V617F, MPL and CALR
mutations and the development of next-generation sequencing technology, non-hotspot genes were
applied in Triple negative myeloproliferative tumor (TN-MPN). The treatment of MPN has entered
the molecular era. At present, the only way to cure MPN and achieve complete clinical remission is
allogeneic hematopoietic stem cell transplantation. With the advent of new drugs and clinical tri-
als, treatment-free remission will eventually be achieved.
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1. 5|

DRI G P B 1 G SR 0 3 SRR VE IR 220 . VR LT AR 2R SRR MR RE LT 4Rk . H
FHIEAE 9 5 F1 22 54tk H BCR-ABL fl &5 KAH B 2. MPN [ &5 L) 32 22 H s 1 T4t
LA A S AR R AR ), P0G 40 A 32 4 ) A0S R A, B8 Ik 3 AR IR B R R AR . A
X MPN RN, JATH S IZWibsdE R IRIRERIE. JFRGE. 1097 FBL. TURIHTSHE .

2. BFERTS MPN
2.1. JAK2V617F S€ZE5 MPN

A2 AR BT S BRI ) SRR 2 Janus B AR, Hv ke AL T 9924, FEAHE JAKL, JAK2,
JAK3. TYK2. ffigmsnese JAK2 fIARZTH IR 741 1 1849 Abfhr B B IS ENS, JE P9 S MR 72 55 65 11 617
BT BRI, F IJAK2 AN JAK2VE1TF [1]. R S50 TR RIS, JAK2VELTF fEA%Z
TPO. EPO. TGB %545 NINFABEE STAT 5516 S, it M4 A 245 1 1 5 .

2.2. CALR T 5 MPN

CALR 2 M IET T 8 A, | BGHE XK ET [/ PMF #4140, 1 BUUAT | BUE A S, A & BRI
KA, LRI BRI, CALR ¥ tiAE T 19913, CALRI R4 N 9 SAME T C Kim k4
52 bp 4, CALR Il B15845 7y 56 bp ffi N, SIEHE A5 MM IR . CALR KA 5 MPL 1£ A J5i )
FIRAME 5 2R, BB TFFU R BL[2] CALR H55 P4 P 5 R B /57 51) KDEL 15 C-¥23E A i i
=, S8 P-SE gl N-g5 M TR, N-Z5#03 5 MPL 1 45 #4938, W515. S505N A5 [, 55 JAK2
FREETE AL S AR B R AR P A

2.3. MPL &8T5 MPN

MPL 4l A KR T, Yot g2 ir T 1p34, MPL A% 155 515 & LR 1 (L m R i & R
R B . SET RO R A M A — A4 W515 A, MPL — BB JIE [X 8k S505N &k 42 5848, ffiix—
XRS5 RINRE 2, B ok e ZRAEH, i B 50E 302 8 A SR 6 # B4 e 1, A 20 R AN W
H45E[3]. CALR. MPLXAF/ET ET. PMF 1, PV E3A KA CALR Ml MPL HIFE4E .
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2.4. JEIRFNEFSEE

MPN HiEf77E “dEmidEH” , HITE ET. PV. PMF IRAF7E JAK2V617F. CALR. MPL X%,
e =B MPN, (B2 BEERHORI AR, BRBEZ N A" FERBERER, AR R LT
10%Iff) MPN S, 2 BUS AMF b, B Sl PMF #fb.

3. MPN BIRITHRS

MPN (AT 00 2 LU R BRI, W SR BR[A1MER . AR TR, bR, H B s e S5 ]
it MPN [l 2, BB R T otk BAR LT 5 BRI S 0w« UE 2016 4, ET K
B 1.1~2/100,000 5, PV 4£4F 0.5~4/100,000 5], PMF %4 0.3~2/100,000 f1[5]. #4 2016 4 SEER
I M RIL6] PV BFH IR AESE 12.4 4, 5 FAAF R 89%. ET EE A AAF 12.9 4, 5 F4LEN
91%. PMF B3 (PSR AL RN 3.6 4, 5 FAMNEFRN 46%, 5 FAAFFMIH FrieTt. WHES
a1 T A B Je 1) b & Fedratinib 2537 2RI . PV R3S 10 4R34 MF HE2643 51N 4.9%~6.0%,
ET 7 0.8%~4.9%, PV ¥ 10 48 AML N 2.3%~14.4%, ET 7 0.7%~3.0% [7]. 5 ET #Mitt, Mk
B ) MF B AL AR 7E PV B8 .

4. MPN iZHfERE BT

WHO2016 £ 2010 Fi LAt ERg neksh[8], PV il E A& &8 >16.59/dL, &t > 16 g/L,
BCH AL A0 AR BT 49%, Lt > 48%; PMF 432 Pre-MF 1 Overt-MF, LUtk 54k & 1% MF A%
BNAELR BN R ASXLL, EZH2. TET2 %58 ET K& MF i2WiksiE . 8820 205 32238 0 7 i 1 240 i 33 A=
. AR, KR, BERREAERI Y% .

5. MPN BYIlE FR4FAE

MPN-10 X ¥Ji2 B EHATRERIAL, ET BEEA L. . 56T H S REMERRSE. JAK2 R
ARRH B E AL E A K&, MBORAE, ARSI, JAK 8 EF L CALR. MPL %4
HH S M AML. MF ¥4k, CALR RAFAMMHE. mMaO®A& 8K, BARM/OHEE, (HikekE
IR IEA S, FIRE S RARRAG K. CALRI ZUAHXS T- CALR11 Y f& [ 2%/, CALR Il 246G 3 BUEAL
FAS . MPL 838 B AL A& &K, /MR GRS 5 kA ke, Hi.

PV BEEA WO, LR, Z %, JAK2VELITF A H MAEASE. adfitt. A
Mt ES s, AR H[9140A T 4GAG RALBIR G T 4G5G RALH IR 5G5G TR A #H HAK 1 ML A% X
K, 5 JAK2VELTF S5Ar FEpE ffar A5 0%, A5 B DR 67 Ao i ey S A0 ) PT R P vy

PMF EFig b=, mMAMm D, B&E5 =7 k& Mk, K. JAK2V617F KA. MPL R
AR MK . AML XU KT CALR R4, JAK2VE17F KA B FH s St mMaEA S8 LA
R, KRERAEADEZERE . PMF. ET B4 CALR 245 FAHMLL. MPL 2845 % 415K
PR, BB KRR 7 B B A T

TN-MPN &3 BRI LR IRS)RAL, (H R A7 S HOR B R e, JFIR S R R AR N
£, N TN-MPN &2t b a s . 4k <o RN RENBUG A Irfebs, HAUS 2, #A.
HH BT B I RRE AENS T IR B0 ik DR SR A P XU 1 o

6. MPN 53 &%
6.1. MPN 51
B RIRIE JAK2V61TF 245 5 kA e, MPN & A4 /MR F# 14 H JAK2V617F. CALR.
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MPL FAZ 35 5 AL T B 2B ORI . JAK2VELTF SEARSEAT B R f i K, MPN RE B2 5 . o
JAK2VE17F AT LA SN S 4l sz 08, J3 s WU PESBEALS], M/RCREE, MARTE . 1A B 4t o= A
P B R MRIAE BTG, IE AR . MPN B B h M & A, MR A0 30T 5 13
2, fEM R, ke S K. M P R A . S]] R A A T R JEL A . 76 ET APV g rh
LI 25088 22 0 LR KT 15%10%/L, 2 T i ke TH Bl 1) S B F g A [ 10] o R B 20 56 [t 2 i3 i A PO R o
T R /N ASASE L /SRR S I B 1 2T 4 B DR S AR S B B Rk 3 i . — S SIS AR b A T OBV I A
TERAs Ol TR A & A . i R BRIMAEAE 3 ET. PV S AT, C SRR (1t m] )33 s S I
A A o

6.2. MPN 5 AML

AN E MBS ML P RG> 20%, 277 MPN 24:48(MPN-BP). HHE %, PMF &5 #1LA
MPN-BP, #SIEMA, JE# LRGeS i ml 38 in MPN ] AML ¥4k MPN %7255 AML [RHL
BAMAERE, ATREE K 2 #7 K, B JAK2 VE17F(+)MPN 4k JAK2 VB17F(+)AML, 5 —7Flly JAK2
V617F(+)MPN #4424 JAK2 VB17F(-)AML. 3X 2 i (b S0 my G Ik - il Jg 436 58 o e FHAS A0 g 40 i [R] - 47
WERS, HSERANTEN, BA O IRERER 2 A s, (I 5 m SERE R A s [11].

6.3. MPN 5 MF

ET. PV ¥u[#4 A MF, HHLHIA, JAK2VELTF S 3L 7 il i 5 MF &4 2 IEA %,
7. MPN BI8T 4
71 FAERE

P RAE A — M JAKLAK2 BRI, ) JAK-STAT 5 58 K%L S, Fk ET i fdE
SRR R LME ET MOl ARRER KIRZE M, A SIS ISR b an i MR THEC R B . 7] & Je A HoAth
2R AR . VA R B AL bR — A RO, R T INAR ARRR[12]. AESRAER R e
SHEYENER, FEORMESEME, MAEA. MRS E R RE R TR R, Sk
Jeg AN B IR ) A KRG T v
7.2. Fedratinib

Fedratinib 12 JAK2 #1771, IGAR 111 BAREE L 58 i, H 4558 2R Fedratinib {8 B 88 4 4E (L FE AR e
B4/ NRREAEF . Fedratinib (I EEARKMNATM . /MRS, BG4S, Fedratinib EEHATHE
fio MF & .

HA g JAK 31855 41 Pacritinib« Momelotinib. Gandotinib 28 IEZEIG R RIGHTEL, J7 306 it — 1
FOUESE. R T3] JAK-STAT {5 54 SIS, A [EME 518 B 105 L 25W M A IS I B, A5tk B 40 1
s PrEF4Etb 254 Aurora SO IR P8 T35 B A P00 SE AR DT MPN b #2 ok 55 uREE A [13].
8. il

ET. PV MITGEIELF T PMF, MPN &35 TG BUR T2 BAEZ AR MEKRE R, nmkd, mas

FE. A4 SO S, BRI s R, O I R R R . B A ORI 2 f R DK S
FERPIRIL S F A AW R K& MPN FIAENEE R, MPN 2k 211l R TCHE IR 22 -
9. IhG5

MPN FIRANIEON R 2%, ORI G AU IR AR /NI, ™ b & 1 fr o Bl
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