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W OE BESEN: BEMEN CHEE (HPCD) B Y @/ RV~ 5 I, 2 haia TRMAS
B, HPCD WG R L, 4% R T TR KRR 28, PR TR MO RS (CTPV) AT B R Ik i 3K
W, HE A B AE L (AUGH) Jf RREH fa S A fir o AR SCINBUME A 45 1 0 4% & 72 HPCD 76 4 83
T Ty a0 B PR, 45 A A S SCR AR X A 0 AT R, DA R B A,
2905 14 9T A
F3k ¢ BT 43 BT e e R 15 5 31 A P9 RHICTA R 1 91 2% & 78 HPCD BB 347 N B8R Lk I YA Y7 i IR
YORE, JELE AN AN SCIRXTIZAT IO CTPV | I BRAR . I AT 69T 7 v B B 04740 W B 485
R BFHE RIS B, BEEREBNHIS IS TR HPCD, £ 45 B R i K il 7 240k i A BE
JB TR &L AUGH . B Bk & B RS 0 Dk th Ik M 2t i, 76 PBE R sl Ik il . AR V848 5 35
TR (25 mg DM, 1W/A; 375 mg DG, 1WA, ZEMAT) , 45 R AR e 1k
(INR) 244, BEVIS A, BEREE SR ELB A R T,

Bt Je S TRHPCD & —Fh PR, HIGRZEMZ R, — OHie T 18Ik TR i1 2 CTPY 1l LS
BB R KM B L i R AT RER B S AT A RO T IR AT . AT R ORI R
X #17 HCHGNRE; FE B, i e

B 43S R656.6

mAAEMNE A C G AE (hereditary protein C R &Y, X RE KR ERFNEE, &
deficiency , HPCD) ZRFRZ R e (o fk @ vt fe v KM DR DUEE 25 936 77 o PC X 4E b 7e o 17735 bk
Gy E, g — R UL A R, HIR IR R 2 MR T Ak K 9 CTPV a7 ks T o M S A 2R
BE, BEERIKIM A A SE . abEmiR . Rk HESL, SUE B HRE KKk . I RET B KR
4% FE A (cavernous transformation of portal vein, HEHAE T AR . PCBLZ TG Ry CTPV 3
CTPV) 4 I Ik il 3K 00 A8 o o %8 0 e PRISCAROR O A/ 00 28 000 o AR SC IR B 53 7
S5 Tt dr . ERTECR EALE R A, wrpe | PIE TRUHPCD I CTPV SRk LI A Y i
HEMC (protein C, PC) BRSAHAH K. PCRE— (acute upper gastrointestinal hemorrhage, AUGH) f
A K G A g FRVERE IS5 AR X HPCD 1 A
L S A S I E 1 A gy, e SOIETTE SRR SRR, 5
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B E K E K ek, o8 ] Rk s Y & B
CTPV, T LT W Z2 3 bk S M8 3l ok i 5% + i %€
AR, 2009 4. 2010 4F I A6 E Tl 25 W) R SF IR T
2014 4F IR & BIHARE R B FTNEE T ]
K HL S H R ER K sk AR YT, R4 B
Jiti ¥ %8 , & H S i % (protien S, PS) 92.3%
(76%~135%) , PC i1 16.0% (60%~140%) . FE[H
K712 PROC JE K (PC 4% IEIN ) 22 & AT RRAE
5 (e.565C>T, p. Argl89Trp, c. 767A>G, p. Asp256
Gly), ZJa MR PUEERYT 5 2017 4F ) 30 #2
FE TR TR K AR T B, AT T S R KR A
PEVR AR B AR, SR A ALY PEHLBE ; 2018 4F |
2019 4F 2 & W AL GE AR e, SRR VD BE A Ak
MPTEE (2.5 mg H R, 1W/Md), HHAES;
2020 4 A /N Jig 8 ik il 5 s it 3 20N B oS o A4 OB K
7“3 VIR AR +25 /N VIR W) & R +
TZHEBEBM AR KESR bR AL L
PROC % B ¢.565C>T 48 5 . f& % . {RIR 368 C,
Jik 4 98 IR /min, BT 18 K /min, Il F& 70/50 mmHg
(1 mmHg=0.133 kPa) . #h &R, VUL KIE%,
SRR, O R WLRR IR SR L R R
ToRCBgR, R fik Je , SRR ] I — K2 15 em

B1 RPBEEA

A BIRFHBON R MR SR ; B AL EIRE S, iR HE,

M) FARIIR . SN BCTCK M. Bk A . 208K
190 o/, ZLZH M1 2.98 x 10'%/L, 4121 40 it 1 43 1
3.88% . IMLFLAR 3.22 mmol/L. %I DA . %E il il i
6] 35.4 s, % AL 53 BE i B IR 36.5 s, [ PR AR i
L (INR) 3.3, D- "R 1K0.04 mg/L, B £
Bhebie . () ARG B R, ReoRE, &
WEH G Nk (2) W8T JCIE ) ik o el A A Bk
B F AR dk i

APRFE A, HIREN A LK M
PR AR S EEde (I 1A) . 2, 0 i i
JE2E, sk S WME, e F IS, SRR
R E e W RN B S A RN, R AR
FH ¥ B 6 26801 Y 1 ER A 2 A R LAY
i, AR E K, W) ih ok & koot 24 & i
(EB-C), TLAEFALUK 1.5 mL, AR 10
mL J5, WYk (B D) o 1k i 5 56 35 18 4
5% CTHESE CTPV | ] bk I A4 5 K o ) =2 9 ¥4 FF ik
(F12A-B). ki), £FICHKE M, 58
dfF B, HBEjE B 0 IR EMIGST (2.5 mg K
i, 1R/d; 375 mg Uk, 1WA, ZZERM), 4t
FRINRTE2 A . EAEBEHEAN B, FyEHET
AN I .

A ULIE SR I (R Sk

JIrdgat) s C. ol WL KRk & B IR BUZIE . (ki) ; D: ki

.\
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A: H’E%M;ﬁ%ﬁﬁ?fﬁ o PIERBKIARIE I (BT R ITER ), 113 D] LT DR & O S 3R I

(ZLOFRTHE) 5 B MEMRICIRT-FEY, [IE ki o Fi Sk ires ), 1R R Bl AT DL i S B R IT i (41
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HPCD J2& — 5% UL 9 8 et fR st A5 9, Al LU
SRR E TR T AL, gifiS PC R 3 R AR,
S EPC R FEAREE MR T, TR PLAR 0 & BEIR
A, WA ZRERFI,  DTCIE R B K AL
FE . Wik ZE S SR KR A Y IF £ EY . HPCD A
TR 9 o 32 B 6 Y, 759%~80% 52 & 1 T 45 1l ik
A (TR UMK PC K- FEAL, HAFAEJE PC G
PR R B — SRR AK . ThRE B G 5 & (K T
REREML (MaZBUERFE) A ¢, FHPCIEPEREANHE PC
B EAE E B 7 2 UL B TIb B 5k G 5 TN 4
G A, 20 A G A 0.5%~1.0%" . {H 15
SRS X IR 7 I AN 2 a7 /900 R itk HPCD
AW EE RS E R A . PCIE P PC &
FE o BRI LI R PC IS MEIN E . PC B A2 1T
fli (4 /2 PC B i, Tk S5 TR PC G 2 JiE SR 4
HN BRI PUBER . 4 R KAEPUR (nfeik
MO ELEEEE MBI L AR R KB AE . R
JHF9 A 0 O A TR B A R 3Rk S 00 2 R AR 1 T
Pl PRAE 5 RE R B B9 PC Bk = JE A A HPCD B9 A
T H, X T SRl 42 PE Bk 61, PROC 35 [R il
J7 55 {1 FH 22 B 3% B A0 I SR AT RS o B B R R
JE R B K/ R AR KM E, BETE &
iR i T 400 Z Al B8 19 B P PROC ZZ 71,

HPCD 35 (36 7 B i A% 4 2 0 KU, IR
KA1 PCAE R BLEE iR 7 e 4", hyr b, B
HI AT T ™ 8 HPCD [ ¥R 97 J& & T PC B9 B AR A
AR 08 36 97 R A 97 0B O R O R {H R
G AR B PC K F, B R A AR TR R M O LR
Jo7 AR AR I PR SN S B B A Ak 40 R Il K PC 7K - 3
AR YT Iy £, o BB I ] LLE AR & Y PC
Wwagy (15 Wikg, K NES, BE2K) 544
ZKAEH A (HFRINR 1.5~2.5) B A 7845 2 610
T BRILZ AL, dEAER KPR, nfeiipk, af
Hoph AT HPCD, FF iR 55 R 45 7 PC VR 45 4 5~7 d,
DL 5 8 6 PC /K 3 0.25 TU/MmL ., X FlE M T,
R OR BTN ROR , 75 4E 4 INR 3~4. ) W B R
ol BB LR BEAT INR W o B 5, R 2 JA M 1k
INR, [HAEIf R B2y Wy i R), vl REws 220
ARG I G SR I M INR RE e, A LA A
W INRUV,[a] i R AT D— B AR ] DR i R
T R A R AT LB T T A e POl R R O
X il 5 (R T BE . KRBV BE) BRAR 4Rk
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JC i Pt ok PC AR YT o A SCER> O MRiE , L
<40 B AR R R CE TR LA A AR T, Y
A R e L [ TR A Y SR N
ER T IF A, LB EFEMNFAREN
43 7% M B A4 5 R0 B AR AR AL A 68 R 0 RS
MAEEAEGR, Hh2s3 U ERRERILESTE
TR REID I A= TG o ¢ F 5 B HPCD i 3 i 0 1l )5
PR IER D, X F444 FHPCD i, HiE S5
ik i 4G 4 SE R A B R B L A R DA R i A AL S
I K RE % VIA 51, Gl ad R4y % U0 M A e
FPC IR YTY I AR I K RE 1 JRUBS: 7T LK K [
ik SR, il A I e B vh 7 2 (0 2 3 1w I
RN A

XFF HPCD &, 4T TH K AR TE o, 11
ik ifin 9 A2 BHL i IV BT bk O, R R
JUE i 9 e FF e, ML AR R BRI B 28 B0 4 R F
BRI SR IR . 1] K A7 B A AR A AL ) Y AR
JE s T R R B ) S A B AT AR A 4 1T K
mE, HESWMATE S, BFEEITKEE, 5]
B IR R, AL B R ot s 2 s
] BT 2 B A S, 5 H1 HPCD 5 /i 22 4h I 4% i ik i
I R, A SR CTPV 5 80 48 15 IS Ik i 5K e 52
KM AUGH. EFXFiZ 835 1) CTPV, 22 31 ik N
I Z NI S Qs M A N
portosystemic shunt, TIPS ) MEREAR K, Al 22k
G AT DA K o R R T KR Ty, (R
TG & FARMERE K . FARKM . 2 i S L4 %€
FEORJE R . 22 DIRR L TR R
GEHEANREFFAR, BRI, Gk, mzizEE
BEAE Z R T R K KA BB 5 i/, T
RE LT AR, AR5 0T BE B 2 Fpot K IE . 25
BB, EEANE TR, 1k R s, A
iz, b b BRI UEAT AMRE T ARG Y A 1 A,
(LR PN

HPCD /& & 76 K W1 e FH b & 25 W 18 0 F
AUGH JU R XIS . X 2R E W 2%, i
B %K AUGH . AUGH J% 58 % 29%~10%"", .11
TELALE R EZE, XTA ks
T KU 9 AUGH 3%, #i 6 h N #F 4T N Bi i
AP X T S0k Kl R i AL i, e R AR
Ve WIR YT (kR A AR K 2R R R ) BE
A BT B K i ok B LR 5 E ok R ik g1 21
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JEAE AR F Y B8 A o % T 15 R i kot ke i
PR HE SR (A2 RN ) S BORE W1 D0 FRAE
B, Y XA A, ] BRI 5] 0 vk 5E o) 2% B
M, FEWfE SOl R, B Ik B T wAE 15
SR . IEANAR SR, AT OB AR, TSy R R
w5 TR T A R, JEIE B R AY I .

AR BE IR N B ki, [H R S R
ok i 5K P BE R IR ST JCTE ZE R TR DK R 0, RO
AR I8 20%~30%1 5 i HAT S, CTPV )
LT ARG N F, 2800 TIPS Jeal F AT st R,
5 20 B30 [ . 28 B R 2 MEE B, AP BT
T K8 o AT SCHRPR B X CTPV 17 28 0 & B L
BKAFAM TR 3T A A B R YT CTPV 2 i —Fh 5
FARIT R . WA ST RGE X T A I
VS i K 5k i 5 BEAT 0 TR, R AT e
Ja) PR IfL A8 T R, LAY S A S o . F RS
H 2 BE A 1538 97 HPCD F1 CTPV (1) e £E 318 97 5
B BT RE W UEA TR IR E, HAT AT
A RN B2z A IS i Fr gk — 2B R B Sl BEAIR S i
RUBS:, o F 22 #0Hfil 551 (proton-pump inhibitor, PPI)
(9 07 ] A B, i XU g 1 AR R PP
TR 5 AR 2T

Zi Bk, XTSI RE U B R E M B IR
(i) SO S O 2R o N B A S A
HPCD, H.4k % ) CTPV 3 & 4 B IS i Ik ih ok i ¢
o R N B R R R YT, B AR
ARG IR AL B 98 D 22 TR IF ROIE o 4 H AR AE
T ICEEAE R, AT S AR L i S
7 W R 53 4 R AR R B OK N BE . FE A 2
v 11 A SR v L & T R 7 RS o N T (1R = T
TR XA L R R DR R AR, Rl e
TU SR RE Rk, FR A A R E S AT A
AN BAMRET TG YT o AR BE 25 W) N A BE Al B
A PPLAE — € B8 B b nl o /20 8 A6 38 K i A9 KU
X T B g A Rk ZE I PR . 4T
BEZG W) 51 N HL ST ) i, R 2 0 R B
Lz gz Ri it — R &R .

FBAR: TAEEYEFRARGEAZF R,
TR ER . TAEHY AEAL M St
52 B s ARAE S BR TR AR SR AT AT | R SR AR BT IR A

HE 5 AP AR S K AR AR R AL 3 S BR PR AR A S A 4miR
M B A BRI W R AE T
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