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2L, WEER KR (SVTD

45 Budd-Chiari ZEAE (BCS) | ] & ik i A4
R (PVT)  B—8UiHE xR CEme, 2UH
R R AT LA N Rl e SR 2. A% BCS Mk
JERI IR ERAG R R 2B 5 BT e i ik R RS 44 55
FEMN[L]. PVT Sl A0 A A HEC A e
R RORE o oAt )R S B R 2R 2 IR T R
ME G B RRE . RAEMEBR IR LLEE K
ZH SVT BE PR . 7EEH6 BCS (n =163)
A PVT (n =105) B#HM—A BRI L s
] En-Vie BFFEH, &R /70 mik 84% Al
42%[2,3](# 2). IXUEEH HE -5 DRI A 2R
2 W L (1 [ o A A — B [4,5] . FETHE S
HoA b [X, 455 RAET I, WELH] T HoAhH0w
K&, B+ Behcet i, Tk (IVC) W
CHFR R PEAERE D Ael i e/ 6,7, KZH
WERCAEAE SVT N EE T T . 78 SVT
JLEE BB R R B R 25 LT 4 EE B IR 2
EH, 1HJ& SVT WAl LAFEREE SR8 1R R 5 i,
WE A ) LI e AR A A 4 AR [8]. BCS K&
PVT B2 HEM. ££ En-Vie W5
PR AN B 2 Pt A M B SR TR R R A & K
HEAE 46% 1) BCS 1 10% ) PVT Hg[2,3]. 78
36 % HIA R fak R B PVT B kI 7 —
Fh{E ke £[3]. £ BCS &, 18% M,
BE2H=MEKREIEER. EiLWa e mse w
B R SVT g AT 60% M AR T
BANAER R E .
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Ilfe PR S B A W

AL ARG ML AT R fbt v

AR A LA 5 SOOI PR AR 1S
VRPN DL, 55 DKL A TR 5 ) XS 2 T AR
Ky FEHEA PR RFAE O] P it
1L 28 5 A R AR R 1 (1038 A R s < e i PR
PRI S AT (2 e il P - RO B R R A2 5 SVT

F LIRS % (B9 EH GRADE R4

A I AR SS e, E SVT H Frh LU $t
G, B C FIEA S HIB AR A4 R,
XL BB S B E R AT
R KT (VKA KA 7 tBHAS & 3 C Ml
EASHZHLHT.

LR R B 5 R &
[ RN TEATT RECAR BA TVPAL 28 R A5 L A
H RN T AT BEXT BATVEAL R A5 oA RN, JF 7T RECSCR BUA AL 45 R B
BRI RN TEREAL BOR B 5 O AR T REA BN, JFA 7T RECR IR PEAG 45 C
Ry VP ROR BT AR AR A BER E
Ej iz R &
SR SOV R P TR 3R LR IR SR I A B ) EE A5 R A 9 1
55 SR BAR IR LB EVERR . SSHERE AT AT RE AT AL 2L . HESE 2

Ky E PR/ AR B PRV AR

2K 2 Budd-Chiari Z5-6-fF T E R K R T2 B2 195 1A
[48,52,73]

BCS PVT
JEA AT PR (%) HER (%)
JiilbES

AL 21 35

IR1FPE 44 19
B T R 49 21

JAK?2 pos 29 16
R 38 44

i 42 2 33 44

YR 6 0
PNH 19 0
HAeh 4B R R 23 n.d.
JEER IR 2 0 21

BCS, Budd-Chiari ZZ&4E; PVT, [ kI s
PNH, B&&VEREIRMEMZIEEK; nd, THH

Prt LS BCS Al PVT [ T
BIFRFIN 0~5%, & C HFETE BCS H N
4~20%, {EPVT Hly 0~7%, TEEMA S BFHLE
BCS #1y 0~7%, , f£ PVT 1 0-30% [2-
4,10-12]. BEOAIX S LA N 2E T — RS, X
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LG E I 401 A 7 B R A 2 BCS A PVT
SO, I B GRS Wi A .

1E£ BCS HE AT V Leiden 28 (FVL)
(R AR JEEAE 7% 32% Z0A. KRZHX
e BCS BE A THWE, REM/RA4AE
HEE R3], ARPTE &, MERE T4l
B B i 8 R R T DR I A )RS
SR, FERCA AR SVT WIRFEat ~
PVT & FVL KA RAEFRRIE, TWHTE 3%
9% Z[a][14]. FVL #5H5#E BCS [ XU
b4 % 11 £%, B PVT RGN 2 £%[15].
HEIMAGE G20210A H:H2E 4 PVT HiLk BCS
B L [14] . — I FE o Mr e, BEiL B R
G20210A R A8 5 (A 1 PVT 1R
4 % 5 f%[15], T BCS MR L3 2 1%
[10]. FVL K EEIMLEGE G20210A i AR 7 7E
BCS Al PVT H )25 1) AL i 5 28 &
H 15 2 oo Al /£ BCS AIPVT ¥
HOAEAE PUOBE IR PR (APA) FURER KL 2
5~15%[2-4]. %A1, 1ERZEHF (GHAT T —
OAPA TR, 1 4% R H RTI4E BN T A
APA FIfFAENAE 12 G B S [16].

B 1 ik SVT BfaleR =, S iwtseif
7 BRI T B K B I ek A L B R
SVT KX AN B AR . £ PVT BTk
PR R 5~ VIK P T [17,18]0 AN R& S Al
e e ML AR BB 26 7L, 72 PVT Hh e 3|
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PR RS I 5 BN (18], REFT, O
BRI e, B 58 BCS AT
Ko X EELRIE Tk LF s B G 7 40
A T-1 AP E . 125X RPN T SVT il
JE AR T A B B R AT 72 [19]

B G S Ao

B BRI GETE R (MPNs) &5 & IS ER i ik
P 2E TN AR . MPNs 2 USRI Th g
PERLZN PR . 2T 20 RN /B /N R P 7 AR
RIS R IE I A e . MPNs i — A
T2 I R A ph I /IR SR AN I AR s 3
51 ES B O R DK AR I &% [19,20]. 48 SRl fhiit,
7£ 30~40% 1) BCS Bt PVT &M 225 MPNs,
T I I A 2350 4 14D SFL At 288 20 e ik I A4 A 2 1) iR
[M[2,3,11,21,22]. MPN & Wit T )1t
FEFFOE M AN A A i AR 4k i 20 88 /KA i
AN ED FIE R A E AR . SRITAE SVT &
F OIS MPN 2 B & AR (138 VAT
TEA o BT 1TER K e 5 2000 2 e Jreadt A if
TRRRE , RRAIE T I /N AR 22 2140 H 3 22 v fig
Wy HEDE[23]. ZHI, 7EXEEEEF MPNs 12
Wik #iT-58E (bone marrow, BM) IiEH: 45
RFNAESMNEPER L0 M AR R B = R 2040 i
V% (RN BE R NIRME AR EEC) 1)
AR XA AR T2 B E MPN (1%L
R ME[23]. 14 JAK2VBLTF 274%, —Fh S
MPN ] & J& 195 DL B D RE SR 1S 1 R AF, 1
MPN (2 Wi g haE B 2, PP RS AE
T LT FrA A 21 20 f s 20 S f 2y 50 %
JR R LN 22 i R0 R R I B LT 4k Ak i
. 1% JAK2VB17F RAZCAAE KE RS IEREN
BCS 1 PVT SEErhpetaill®] . 7 &l i) — I
LR T MPNs RUBATTHIE RS, AR
JAK2VGLTF (1) Fp5 SRS AE IR LU A LK) 0
PRI EH [24]. /£ BCS *h, MPNs A
JAK2VELT7F [ 1 35 58 95 % 53 il - 40.9 % Al
41.1%. f£PVT tf1, MPNs 1 JAK2V617F )T
PR 4 BN 3L5% M 27.7% . MPN Fi
JAK2V617F 1£ BCS HELAE PVT FRATR .
FEME AT YH I Z5EfE BCS HELAE PVT rh i
. EJCH MPN IUBRAFAER) SVT B it
1T JAK2VELTF Fies, ZlfE 17.1% 81 15.4% 1)
Hijiier BCS Ml PVT 3% FHiE T MPN[24].
AR EEE, ERTA SVT R, B
R A JAK2VELTF e NAE Jubs iz Wik 25
[P — 8B 7 K PAT[25] . fE—LE1EHL R, MPN 1R
e W, B 4TSN, it R T AR A
B, Blansh R g Fr, R 2040 Mo A pl 3R 19
KB R AMIE I LA AR VR 1 P B in 21 1%
CWIFERE[26]. BTN N RN G T 7

FFF I 25 2% A

R AL EEM 2R (CALR) P RIR 4 5848
WA, X B—FMAEETHRNFESET
STAT fF5 &R ilEmEA[27,28]. fEXZ
E JAK2 585 MPN B3, SR A 4MNE T
YIRS MIX Le 5848, CALR RASIEE ML 40
JU3E 22 (1) 2B R ANAEAE, 1T 80% Hi R AR
16 JAK2 [ R R P I NRAE & M BE 2T
Yt B . TR SO I IUET 5 (29,301, TE
SVT #EIFf5 CALR RA%, FHME K554 0.7
A 1.9% . HAM%ES MPN EERZIR T
& Oy 23 F15.4%) . HsLl, CALRFH
PERIE JAK2 BAYER) MPN #3535 9.1%
(11 BIEERE 16 M1 30% (13 flEEF
H 46 o £ MPNs 1 SVT KR KR ML
AR, (HER T HRAIE LT 40 38 22 R /MR
%, I /NORT 20 P Th g 5 AUl T BU 7R H
[31].

HAhsomE =

B R A M8, (1R (PNHD A2 g 1
40 M —Pp o 0L 3RS R 2L, 5 BCS &
RNEYIFR[32]. AkiEs H NP BCS &
HH[11,33] PNH 5 9~19% [ % 3R, 1 7F
PVT BEH A 0~2% B E[R]. Hxt F
SVT KJEHITHVIHLEE KEN[33]. PNH 4 i
dREA A 60% LAE IR E AL T MARTE R IR RV
B K[34]. PNH MRANIZAERTA BCS & kT,
16 PVT &35 W2 [T [35]

H & R 3 05w, RYERRRE . L&
R TR ALURATRES SVT HHK,
JRETE En-Vie WHFE ) LT3 WS BIX L9500 ,
[ 28 B e HL e g b X 22 BI[36] . SVT
(10 Atk /b WL )97 PR 3 B335 (55 40 s 25 R L R L
JBEV5[37,38].

WEREZER, SRR O AREEZ 24 R AT gk 4
INAAE SVT HIfER &=, DARBEZ 25 B s
5 BCS #/b 2 £ X AH9L[10,39]. X PVT K,
BT A S RS N, (EX RS AR A A
[10]. Mi4FEH, TEVEZ B vt Hofh AERE 1 8k
IR R WIEAT T 4% .

973 DRI 2% R Hoxet TR 7 B S

W A SVT SRRt A R R e
B, FEVEWRERARITMBER L. fila,
76 PVT BRI AR 3 BLI AR T e i
W HL A TT (R N E] . % BCS H, %J&
ZIIE [ 2 G I PUER T R LR, Xt
F &tk PVT AME, Fistiery BT 6 MH. R
M, BEESETKAT, KBTI

181

CHFRER 2245 ) 2016 4F, 45 64 %, 45 179-212



Ilfe PR S B A W

fiE. E—FRABOLT, BT BEMIGYT RS AR
KRR F R TR M AR T B R . AR
RAERDIH R #F T4 TE PVT BE R KT
PR, B IX SR AR s, SEREPE A I IR 25
FE S RN A TR TR T [40-42].
— T, XA H B K K O ) 2 B
FEH AR . PRI, B R N X
S o LA AR R B TR R AN SR B
K WPLEtn Y, WaliEr FVL S8 ke i
FERAR S [43]. SR, HAMFERGIEH, Wif &
T 2 AR DAE S A SRR, X T I
67 17 (1) 855 B A AN 2 R R TIOMEL AR Py
IF (R I [B] Rk B [44) . HASTHUBRA T I HR 4L
], R R T AR B R I T
R E 0 R, TR B E ST . BE A
MR R e, BAT H4R e AN S FRAa )
HAh SR BERK R [45] -

fERA IR MPN ST, %Xt
SVT HEHLT LY VKA Fitiayr. I JL
FHTA Y MPN B8 35 [R5 R = VE ARG T S8
1M, B AT ANE 2 2 5B A DEAR N Z B s n 2]
fFH VKA ] MPN SVT B HGI7 . RUEHE
— TRl EPERE S, £E DVT Al MPN R Ao
SRR A BT =] DCAR ) — ANE AR 25 4b,  (HIX Y
TERTBEMERT FOFR 320 52[44,46]. MPN 35 B
ff PR TR IATIRYY, W o TIRERERE
R, CAE AR EI v BOEE 4. EE ML
i 388 22 i B A S 12 DAL A A B 78<45 % A H b
[47]. 1E SVT & hILatitt PNH K2 K il GExT
I A EEE . REFRN AT IR Lo MA A
WK EEBR BT G T [35]

WL

7 AEBAEAME MPN BB T, SVT &3
RIRET RIPUREATT (BD

1. VA& BCS F1 PVT H& (KL alit B/ Al
EH MR, FHR—DUER R R AR ZH
Bi5 HAth fE 0 R 25 10 (AL

2. J it A A2 Wst AL ARG 1 2 i
SE, B BRI AEME R . BER MR TR E A
JRFNE St i (AL

3. AEFIN B BCS 1 PVT HBEMJRER
fal R R, CHE MRS P 9 RE RN IR A S i R

(AD

4. GFRETRE AR E A S HEE C Mt
BEIMBE KT FVL 9748, SRS 5 G20210A it
NAR S APUREAE LR (APA) . 7E APA PRI
BT, MNAE 12 FEEAE (AD

5. it 7E SVT 3 K AEA A i 40 vH4k 1E
WHMET, K JAK2VELTF 528 K6 A 18
MR (AD .

6. & 4vRyTERIPEESR (B .
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Budd-Chiari =4 1iE

BCS #e UMMkt e BH %, FHFR Ak
T H T AT DM 3 K LR sk N I
BN O[] 5O M. O E g U 5E B
FELEABAE (SOS) AH I ML H 18 FH 2 4 HE
BrFxX/NE . BCS ATLAAM A 1) B ORI,
FETC S AR AR B I, O o B A A R
ZHET, BT i) R,
ZERNRIT US55, BRATE Rt i &k
P BCS. 7Lt 7 B S alify) s Bk i T a2
5 IL (48], TAENE BARRAE IVC A 1
IVC/HT & Ik BHZE N F. B AE PR S SR A0 45 FH 28,
ZJEFEENRIEZE . e, A5 4R
B, EATA] FEUN OGN, SRR
A R0 el AR AL

I R I

I R R B AS [F Y, ¥ B TG IR B 3
PR E[1,49]. — DMIIERERIAEE 5K
JHF e i I S A8 BRI A7 7R A D6 . 78— UK A %1
BCS &E#HMZ O HIEYER Fi, 1RSI,
B 83% AR, 6T%ERTI K, 61% A
Gy, 58% A B EFIKIITK, 5% A BmiEH
M[2]. %1 15% K, BCS Al PVT [HI &4
[2,50]. 7£ BCS-PVT &3 HiGyT 7 2r il it
] 5 22 [50]

1£ 60~80% ) BCS &k, LR
NAFEE . EATEE SRR, FEEE MR
VRN BAR, XSS AT SR RHIE I
W (FERZHBE N FTEAENT 4 K £
K O(EEBE 10 M) | JEmER, HAE
A THENLE SR (CT) siiitR
(MR) G ARG I B4y MEHERE%. 78
BCS & ifgifiusE (HCC) MEMALERE
NN A% (23t 5 AR AR [51], Rk
AW RLFER. CLENENTERET =4
i dTEAKR TEET 3 EK. fEEHK
ST B TEPANE SRR G AR AR 4L,
EEH RS HACEIE N e AT E A [51].
SR, 75 BCS FE3E A A4 19 R s PR A 21
SRS AEASBEARHR T HFRELL B 5 1) HCC B s
PrifE, ME— IR SOR B EANEHE M 2 R}
BT WA

i
TR B 3 1 L0 A
WAELSL. B AR T 75% M Wik

CHFRER 224 5 ) 2016 4F, 45 64 %, 45 179-212 |




R, JFHAEE SR AN]. nRb—Ia
Ko oFw B S BRI, BIERAAR AT CT P A]
T2 Wik [1,48]. WiRiZ Wrfs Al BAE IR
7 Z AU SRR A HRAE, S WERKER .
R AR BEUE I IKEELZE, AT LR A A
APt /N R A AR PR o

I
S R 1A BB BA B AT BE 14 510 [2,52,53]
HEFF BCS By e gt 1.

BCS 3 i BT KA ik i 5K . 3
LG YT LB L AR A 5 b K AN T b e
[FIFERIIRTT .

2k 7/N=prg

I RIEAR/ SCH e

TIPS

liRE2iH

\/
Kl 1.Budd-Chiari ZX & I HIIZ AT T

BCS & MNP TR sy, LA
S PR AR AR B AT 1 A 1 S 0 XU
[1,2,52,54] HR4R X ERFRAK AR I, BB
ZA RS TR R (LMWH) #4787 20
5% 7K, JHHRNMH VKA DR JUEFEIT
H B2 A E brpr L b (INR) X3 2 33 2
B . HESEPRME INR £ HirEE W,
LMWH 1] PAfE: 1k

idkiE, 7E 1995 4FF| 2005 - Z [AIHfIZH—
ANBAFI ) BCS i, iy, o M f A
Fim (Eik 50% 1 %) [55]. fE 2005 4F Al
2007 “FIAIfE —AN 5ol FIRTHETE PAFI e,
BB I RIE (7% MEE) , AT RE
& T AR AR NI 3R JAIR) X St S0 4 () & 2,
BT T bk iy A S HA LA 738 24 R 7 [53]

LRI AR AT R (a0 MPNs) 96T
MRS 3. Fst b, —IREIBvENS] o4 2
Pern T HUHRVE T I AR () B Rl AR MR 1 25 Ak
[56]-

VAR A I A DK O L T PH 2 ) 22560 e A R
A SCHRARE S Ja B ML SR A 5 AR R

FFF I 25 2% A

A IS BB AR B R AARIGYT B I I ANA 76
EVEM A BB E K RIS R [57]. SR,
I RAE AT RE 2 A [58]

60% Tk SHLZE R 25-30% s ik PHL ZE 1) i
FATAEER 7 5 B AT [59]. ax e B2 19 f
B RIE AR B SR BN AT DLE I ST ik A
RS MR AR SR MR FEARIGERER
NE L, H5 SRR A ] DU R AR
ARSI AT RERE IR SR I 9 1T R SRR

(TIPS) ZRJEAIAT #5248 (OLT) MJasethfe.
AR IE AR IZEASE DT 10% 7677 BCS &
HIEBRZIRIT (53], AL EHX, XA
TN BCS BRI FH i, %A T 300 fe
T3 [60].

X EIPNIE ST TC M N BAS 2 I BRI AR SRR
i) BCS B3 AT AR ARG 7. HEl
WA IR, oA 5 B E T 249
BTN, RS2 [BIEESZ TIPS
ff) BCS HFHEHEA. b Lyt
Mk = SE B IEAEEAT IR B I RIER A
FGRIGIT R GRIT RO [52]. MFrA I
IAMNKAAERN 2 BRI AN

(L ARG, BURAIEPFIRANGIT T

CHEP e 75 25/ H BOH IR 40 =25/ HD A&
MEMEATENT, ARG IR ErrAs I oK,
A IERIMEWAE K (2 BiET Vv
W E R IE R AR 40% DL ERIKE; (3D 7E I
EEAIHLARPECE] 15 pmoVL AR 4) #£—
e TP AREREE B S AARTH A FIE
BRIRTT VETCWIIR B R TV E R Ik 5 R AH DG 1 H
s (5) JoERMEME MG RE; X (6)
IR KK 5 BMI >20 kg/m2.

FE 2 FARIPPAG R AL 2 BUR BTl =ik
PN AR IAERAT RS . (1) fEE KAFAE
oL, A AR B R PR GR A S BB TR N A
BITORBTT,  [FIR SR BFKCP IR,
SRS AT IR AR, DAL I
UBRIE/K T FEAG, AR ] ArllE v, (2
T VKT R R R B (3) I
SR AKTBR iR Bz E . 1X
SENE AR, AU R BRI TR AR I SR .

fTEBOR, ERAT AR TIPS, #2N
TRk R G A N — MR IE [61]. R
PATHISN R AR R RV L0 (PTFE) 32
ZRGHEAT IR Bk iR BB RS Ik N o A7 AE
ML RIS, e LT AN 233 5 2 5
BEAT . WIERAAESE IVC AR TE REE K ATk
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Ilfe PR S B A W

X IVC WM E R, SRR, fEIX
PRGN, —SePARGEAT T -0 5 i B - O
G i b I E K AR . 7E BCS 1 SBE PA
FH IR A UE B ANR 3 AR & — AN ST A A AR
#[62,63]. X AIRESEE BCS & HBHARA &
MIBET-E,  LAK i B Th RERs RS I AR T B ) 5
b #A K [64-66]. 75— T, TIPS LbFAREA
BRI IR R FIGET R, TR K24 IVC FHZEAR
TEARLEAT P2 IVC B2 g h & rTAT . Rl
RPN — T 2 Hp O BB PERIF 9T, ELFE 124 {51
H TIPS 3897 1) BCS i, £IHE THRIFM 1
SEFN 5 AETC OLT AEAFH (43l 88% Al 78%)
[67], IXUesh RO hEal i) — AT HETERT 5T
UESE[53]. PTFE B SCHERART FARJE TIPS
BEL S BRoh RERE RS0 5 2 [53,67] . 7 BCS
JE TIPS TFERFRIIINZR. F3L b, 1E 45%
PLERm B, T Ik o 4 i A2 v e 7R 2
— M IEERIK L AT IVC By MDD
[67].

7t BCS ##F OLT SAFAHK[68], HEH
WIF TIPS[67]3657 1 B3 IR A AL
HHEFRCIRH, Jenl TIPS HUECE T DU 4211
OLT WKk, Wi OLT Mih. SR, 7E
T I U IX A 3 BIE 5L [67,69]. OLT Jar]
AEtHIl BCS B K. XA AREN KA HSE OLT
Ja A PTEA T e A G4 I iR 2 A B
S RFE. B OLT &Y IE A Ag it 5 R Fha] A
AT BB A SO (540K 2 HousE P
A% o {ERHE GRS RE P23 58 MPN 1)
HARS,

SeHIEAE R TIPS H)™ & BCS ¥, AlRE
BT IEAERSZ R OLT Y697 . SR 1, S
TE IR IEA AR 7 V2 e X Le 5 [53,67].

Budd-Chiari A E AT IR

fii s BCS BH WIS HIRLF, IFIREHHA
RUFIIEIRZ R . JG LI /AR AR,
(B IE S 2 I8 20 JE I AFIR S5 T 552 16 L
TS AHDG, RIS 76 %K 5. F=if [70].

VKA 5 5 AU IO = o R e i A 2 [ 71]
R, PRI IURRE K, WiReh REHM,
ZatANAZEE TN LMWH 5 AT Xa 3%
PE[72].

5

CL&H &2k e vl UIZE BCS BEH I
MG S E S HH 5 [53,62,67,73]. RERT
A 1IX L P05 TR AR TR A S R A ETC I

184

TRV ER B0, TERERIEAR Sk
FH N 01 B L T0INDH B e AN BRAEL [74] .

HCC [k REak Mg it g nf LA 2 BCS 1)
T

W

1. FEATAR St ol s i B 7 O RE R B
TOAEIR BB R 358 FE BCS 2 (AL

2. XGRS BCS [—ZKE MRI
CT ¥ T2l (AL .

3. MBI REH AR AR ]
P, {HiEEEASE BCS HIE#E (AL

4.  if BCS BFEHRLRIER (AL

5. PRI St I PE TR IR R
ST (C2)

6. T{EWHEKEETRER, FHIBERIT
Fi BCS % (AL . [Tk EIFAE, 4%
FROHNEITH, AFAPUEZASEE (BD

7. HEATRAVEZRAER, BRI R,
5 e T WriERA T (B

8. fEAPERNKIEEL IVC SE B E %
JE ML E R AR SEIREARAR N — RS R T
(AD &

9. U)W ix e 58 DL B R BT Th g
oo X IRIGIT ANEN, B0 M LRI
ZEREANARTC RN R AT T TRAT AR AR IR T

(AL . i PTFE 7B 44347 TIPS, 2H
WEFTAIRYT (AL o 24 TIPS AAf4TEL K
s (BL)

10. SHITAER A O SR M B g I A HE AR
NIERGATT (AL . (ERFRAE G K24 BCS &
Ak Pkt (BL)
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