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T5E 385 ey N L72hS, R, RS V5o
BT ANWAEY 27 ESRIAEL T 5. [Protein Z
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ODHAD—FIZOWTOFERT 578, EARWZLFIH
2OV TIRETOBRF V2B L CHE 72\,

B, AROBERBFOER T, [N MY
JTIEVWSH ZETHo77, BEATEINE Y 2
&7 B OIFE LS ARG O CTHARTES
B E S 200 hol-Zl bk, FTOHUFESR
BOBEIAILBFEFLTBE 2.

2. 1BE e

1) ZPl DREEE LB ; ZP1(E (& Tl SERPINA
10)1%, 72 kDa ®—ZR§H ¥ > 27X BT serine protease
inhibitor (serpin) D—2>T& 5 "%, 423 HDT I / ik
MR, Mo serpin @ Arg Ik & 13 H 7% % Y387
MBEIGH L TH L. L7za-> T, ZP1 DSHET 5 1H
W7ar 7 —EIdRERNTORICRESN TS,
FIFBTAR SN, 5 ST PZ D2 HBE)
MACHFET 205 Pk pz LIEEERETHEE
EEEHELTHHY, R OF53EEME LCF
LTS (1 E). L7zds>C, Wy »/87 81
MEARGE I RESFIH S Tws L Ebh
L. BIziE, =77 YERGRERITIIEY 2 VK
KRGS VX7 B ThDH PZDFWRT 575, FEFIZ
ZPLERE I TIB08 5 57, AR H ol ZPl i
FEIE, 950 nM (¥ 3.8 ug/mL) TY, A7 < & b AGiE
EROLHETIIANE HRADHM THEER W,
ik 5 X912, I ZPI i IEEIICBE SR
TWLAS, BRMICOZHORETEET 5.

2) (M/iR) Y > BEE _ETOH FXa 1EH ERHEF
PZ (X 1 AF) 5 ZPL 1, {EMEALEE X AT (FXa) 127
BHPZE) VIRE, VT ARRINT A E, KRR
RAFIZPL FXa TERIDSBIN S 2 &0 5, 1998 412
FERE N2, ZPIDOHLFXaif i, PZOTIIC & -
T 1,000 {5 b RHEE N2 D TY, PZ I3 HHE T
Thad. 9 LT, 1990 FEIZPZDOT I/ RECHIAH
PESN, )y TuT T =€ AL Y OEEAL
TIEBEPBEREINTWLEIE (Thbbisr) v T
077 —ERFAL V)PRRENTERY, £
RSN TP E L2 RTh L. &b, 7
O b oy Y —BEARIEELEEE V KT (FVa)
WD L oy EVERPIRI SN0 T, T
O b0 — BHRA IR (2 E SO & SEEM L
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THIZED, ZPIPZEEHRO TR TH S L%
ABNTWV5Y,

ZP1 DL FXa FUSIE 2 BEBS L2 0F H Y, S5 »
PRI AE A L7 ZPI-PZ AR & FXa S — Y1
BAEL, KRICKEER ZPI-FXa HAKIZE DY), PZ
WERET A, T TEELRODIL, ZPI-FXa HER 1
ST OIRBGEBRETFXall k> T2 D ZPL D C
HK i BHI5 (4.2 kDa) 23U & 11C 68 kDa (ZZ1L L
PiFXafE %69 2 & Th 5 (ZPI D). $13b
t, ZPl b HBEE/ A v v ¥y —Thb. —J, PZ
IO S 72 ZPI-FXa AR, SHEEST 52 DT, K
DRI ZPT 2K A L THLFXa U 2 1RH#E3 5 &
ERTERLY. 12721, 2OPZYKOERETIO Y
EIZE > TN KO b o v E v &z R R43-
R44 YIRS N TZED Gla KX A ¥ 2wy, ZPI D
PLFXa (E 2 MiBh+ 2 ¥RE 2 250 (PZ OWHE)Y. 2
DX 912, ZPUPZ ¥ AT L OHi FXa VEH HAR D
HEN, ERIZE > THMEDEW X ) ICEERE - Just
FEDINT Y ADBMENTNLDTHH .

3) AR ETCOMXafEAEANY (X1
B F) % OB - SERESR & O JUSED R S L
) UBRE, IV A OFEAE T CIRERIES XT KT
(FXla) % ZPI 284035 Z L 28 HIBHL, Zhze
N VDT D Z EAREN TR B ZP
DY FXla fER X PZ OFEFE T THHIZHHI SN S,
/2, ZOPFXLafEHICIEIFXaEHICET 5
ZPI & D 2 G NETH 5" (FXI 1F 2 &fK). E#
R BEAESOAS) UL ZPL Lo PZ S
R EATE e B SO O EASHE A L CHL FXTa 7EH
%20 f5, HUFXafFA % 100 fRH#ET 2", o
Hi, PZOEEIZIZEAE RV, 2D LX), FXa
& FXla 203 %57 5 ZP1 FUSHEDS, 70 2 4R0Y
BT COEEE UL I BT 5 FXa & FXIa Ol %75
PIZNTG VASHETWDLHDEEZLN TS, &
5, AEMEATIR, WEMIEEDOAT UREZ &
DR VYA ZP1 O P FXla VB = 5 %
bo LIS NDLA, NEMEE P ED PZ %
BT HHDOD, ZPLIZHEEL v nH 2,

B, ZPI ANEEILEE IX AT (FIXa) % #1135
LV WEDD LAY, HENGBERLESATY
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1 ZPYPZ > A7 L OVERIKEF ()
(E) It 121 PZ @ 2 54 > ZP1 ASEAE
L, PPz EOEAKELT, D
P EER ZPT B CHAET 5.
(ZTF) zPI-PZ &KX, PZ D Gla F 2
A ¥ TI/IRZ: ED) VRIS
L, MU< Gla FAAL Y TREIZESL
FXa |[Z430 L TG A L (template A /1 =
A L), FXa-ZPI-PZ3 EM AR % KT
LDT, FXald ZPIIZ X » TARIHEILEN
%. PZ X, ZwEAb S L7z FXa/ZP1 i
K ORBEL, #i7z7 ZP1l E K& LT,
WD FXa 53T ORI E# < .

(BTF) BEHER ZP1 1%, PNEZAINE 72 & D
Fufss b oo~ R ICH A LT FXIa
RN IANE AL T 4. FXT O3 KHE
BEIAEIPNTVED, FXIaDHK KX A~
DMK WAL E LA E. FXla D A3 & SP
RXA A8 MBI AT 5.
W&sE S PSP fht ) »7as 7 —¥ A
Mm/hR7gEE AL LY, SPEY >y Tusr7—ERNAL
EGF ; LEBERT F2x 4 >, Gla; Gla
FxA 2, PL: Y YIRE, Al4: T v
TNVERXAL 2 14

ZP1/PZ
Hqak

=t

RS
miéy{ytﬁ

2 PZ#EE ZPl & FXa O 3 HEEEHRO - THEEE T IV
() ZPI-PZ, o2 BHAMH(Gla FAA U Z BRI FXa B2 RE SETER L3 HEEHAARTH L. FiXa DIEEDL S Gla
R A &MY THERILL T, ZR50—#% ) VIREFEICHS, HEFHTE S XIS/, FXa DIREERA &
ZP1 O¥fsEIS % TP A 72, PZ D EGF2 FA A » & FXa D 36(37) )V — 7 OO TR ENAHEFEH 2 EINTR L.
(B) EXOHTHAZHEIBOIKIK. FXa & ZP1 DIRARN 2 ML % & 4. FXa O R-143 1%, ZPI 55 T Ak E-313 & K
JO IV — 7D E-383 EERE R A 4 UAEA R R T S, ZOISHLIV— T, ZPI D Pl /¥y 7 R— 2 )SFXa D S-195,
H-57, D-102 Ofihi 3 I L MEER T 52 ENTE, OPLHIEAFXaD SI A7 v MIEEHLIENTEDL LI
BLiE SN CTwnb.
WEEE PSPt ) v 7asF T —E¥RAAL Y, SP:i vy 7aFrT7—Y¥ ALY EGF: LEEERT FAAL Y, Gla: Gla
FxA >, PL: Y VIRHE
(ST 16 DEALEH & WAL ORI 215 Tk L 72.)
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3. BETEEEEE

1) ZPI &£ FXa (X2 /) ; ZPl ®HL FXa fEF 12D
WTIFELSHIZEENTE D, PZOGla KA A U2F
U UIEE ED FXa & OMESERICHZET, PZOC
Koty v 7a77—X FAAL 2 2Pl B ET
BT EDIRIBEN TV, ZPI DBk REHE I I
FFEIX, 2009 4F 122 O X A il 3 IRTCHE & 23 IH
ENTHLRVIZHEAZSY. 23 A ORIGETH
DA S 7z ZPI-PZ AR 2400 A? (2D 72 B )i
WEERERE R D, A UREA, BUKK A E
ERTRHELTWZY. $4bb, ZP1 O GHL
V— RN (E313, E213, D233), BT (K253,
K260, H265, K308, R310)7 I JEED 4 - /- 5%
WAH Y, $HEE FXa D 3637))v— 7HHHENEH
T LSRR EN(K24). L7 ->T, PZ
EFXa DR ZENENDGla FAA &4 L CH LI
IMRO Y VIRE RIS LT, ZP1 % FXa #ifili2
a2 LEIZE C &) [template A 7 = A A %L
FyzborEzons". §iuklL - zZPl © E313
NELIWFXa EOMHEERICEETHL I L, K
JEHLP1-Y387 870 T 7 — X KSR DT
PZ723ZPl & FXa % V) YJREM LICHFESE5 2
EDHEEHOMHIICATT R TH S Z &, PZ 1L ZPI
DOSH LIV =T B EENT=AY) v 7 AGENY v
JAADCREECKEET HI L, PZD EGF2
FAA YD FXa D 3637))Vv— T LHMENEHT AT
BN DHHZ LR ELRBENY. 0%, S
HULV— TSI S 7z ZPI & PZ O X R & AT
&, ZPION) v 7 AGDD293 & —hCD
Y240 78, ZNENPZOWBLY) > 7aT T —E R A
A Y& BEGF2 FA A VOFEEICEET, N v 7R
ADMT & DA IZTRINCHEET AL, Gla B
A A VRS FIXa O X MR EMNTIC XD, FXald
FXa ® 36(37) v —712d 5% 3 D0 Glu ZFEDW E37
Z/RANL, K36 & D39 THEML SN TWE7/20, ZPI
12 & BHE IR 2 oW REE AT W2 &Y,
ZPI-PZ HEERIEIZSM L TV B ET I/ Bl &
BOkMET X VBB D BH L, ZP1 D K239 13K
KIS D PZ DIRBERRAET H 2 Y, 7 EhH
HEINTz B, PZOEHEN ZP1 O FXa 1EH %
W 2% IS 2 7201 LETH D Z L IHT
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mL72H) ThD.

2) ZPI & FXIa EAJNY 2 ZPI O Pt FXla 7EH
DOREIEREEER HIZ O W TIEHRE DT & A L Ws,
BZHO 2Pl E R W TZOEGT~8) v 2D
FHAEH % BT L7253 Tid, ZPI @ helix C & he-
lix D M T I/ Bz (K-104, R-105; K-113, -116,
S125) 3R Y EDFREBICEETH D EiEm S
Twa,

4. &£, RENER

1) EXMXRZEELNBRE: /v 777 b (KO)
Y ADFRR  PZ OFEREIX, 1977 FFICFER SN T
VYR o EARATH 72, Fak L7k ) 1o e
TORERBIE ZPT OFE R, & LR L7248, i3
FTLOAEKNTORETHL L E2ER LV, £
T, BT PZKO Y ANMER E NS, HART
VIETR (FREAAL) 538 541§, Factor V Leiden ¥ 7
me@@ﬁ%ﬁﬁté’&ﬁﬂwbtw.ﬁm
ZPI D KO ¥ 7 ADMEHE S, PZ KO V7 A L AT
LT@WE%?H7—7/+7FD%UV&%Ki
LEBRIATON, MEd 5 VIFIMEEROH, 5E
CHRPEFTLEHPLEY. L2 HH, ZPI
KO ¥ 7 A%, PZKO ¥ A X 1) & Factor V Leiden
~ 7 A DM ER % 5 < R34, #HIZ, PZKO ¥
T NI EMNCIET T A A, ZPI KO ¥ 7 AL HEAR
HIZO B2 T 4. 22T, PZ/RZTIdPi FXa
TERDREDONLE DR TH LA, ZPI K Z TIXFERC
PUEXIa B b b5 DT, ZP1 Ot FXla /7S
A EbY T ATIRINVEETH S Efimm S .

ENTOHE & MIBWTIX, PZKOY T A
& FREIC PZ R ZHEDS Factor V Leiden 28 52 % 5D 4
BlOMAMEN ZME S5 LGS nTB Y, %
JIR MUARE & G EE 2 8k 0 3R L 72 fEBIC, PZ BfnT O
E30Q ZE 8 % ¥ B 4 ¥ 8 7 B O 3k dE s i 5
MOFERMEPZ RZEDIERTH S Z EPFEE SN
722 —J5, SERMEZPI RZIEIZOWVTIE, W303X
F UV AERPZ 2 — T —F v FOFIRIMARE D
BEB0HD44BIZHE SN2 E V) EDH
D® HROHHZED. LA, FOHK A
AV OIIE 218 £ TIEERMSFEE S T, 4
&) T OIARAE 365 %4ThH, W303X & R6TX DF) ~
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Y v AR O EIIEE XTI 416 44 & A BEAEDFL
D HNEHo72 . —T5, 1018 44 b OEHIR MR fE
L R OEE N BRE O T, ROIXDF vt v
AJERAIMOT L 72BN T CTh 2 L i s
Z 2T, 2008 4F, EIZ 5000 % DIER % Eir A Y T
F) Y ANEREINIZDS, TS O ZPl Z RITHIR
MEFERIEZ M &2V ERRENY. 2L
T, ZOFEBOMERIITKIZZ>TLE 572, 2012
FIE, F ey AERTIE % { F145L, Q384R O

I AL Y AERPIMREF CTRE SR, HEBRENT
WXETE X2, 365 2% 13 68 5 ZPI DL FXa 1EH
A ESEDLZERE SN, 2L, 550 %
DIfifEEEE & 600 ZOEE IR E OMICHE AT
BOLNTWAR, B, PZ, ZPI HICMAEED
HEEBARIL, ZNEN274%, 287547 0T A v
CREZFEDF LA THIE EN TV BHY,

2) HRMRZIEEMRIE ; PZ OWFZETIE, 44
3% { OWFEE DS PZ K ZHE & MARKEAHHES L T\
B LG L72AS B b S o 2% MgE 4218 4,
EEXIR 4778 %2 &L A ¥ T ) Y ATIE, PZK
ZIEFIMEDERN T CH Y, BIRIEAE, IR
AOHE, BRI ZERIE & BB 2D D 5 & ik
ENTVEY,

ZPLIZOWTIE, B3, MREZ &I L2 LD
2\ LY v IREPUREGRE T PZ AP EEAYER T L
T30S, ZPLBEIEIALETH B 2 L iiE ST
B0, 426 L OFIRIMARIE D BEE & 471 X OMEF
AR & DT PZ & ZPI L)L & BRI E &
ORRIE WV ERESNTWDEY, $72, 38240
O B S ] & 375 S DR o iR & D LT D
110 %4 O I B EAE G & 399 44 D fiw xf i & oLt
BTh, PZEZPI LNV E OMBEIZAD SN Tw
T LAY, 95 44 KR IR B O AR &
190 % O e IR & O JL#E Tlx, PZ & ZPI L N\
DT L OMBEPED SN THE Y, JegidonT
W\ L7eAYo T, BB ROL O TLRMEAFAE S
572002, ZPUPZ ¥ AT 4 L MESFEDOMBEIZI,
¥ B RAH TV A IR ST\ 5™,

KAz, ZPI & PZ %, B TIEEAMT, DIC
TIHHBEITTHEIC L VAT 5. Rk, #IRIMRAE %
BHELRT W E DS T B AREEVEII MK MILAE
DIEFITIE, PZ DFAIEIEETRVOICH ST ZPT

BEBEICRY LTWS LI ENEENLY. o
D ZPLiEANE, FEEICEIRIMARE 2 &0F L 726 T
WEHICBHZETH Y, 25 ZPI M S DB TH
12 12T L C0RIIC PZ 2 B 1298 S Tw
LH0LIEESIND.

3) IHRAHHE  PZEMETOMITIZL DY, Z05-
SR A o Y ST L X v b OfETE
ATMENZY. F72, HEIRPIR LT PZ IR A L
BB pZART L HIRE GHREDHHRE T %
CEVEHOMEEICL D IME I LTz, i,
JUERER L2~ 7 AT A ba sy & 5128 0,
ZHEDOEEKN T OB L XVHBMET L, ZPI & PZ
BEINTVDBEVIHELH-72Y,

B 513 ZPYPZ ¥ A T A DSIHRIE 0 iR A% L %
HELTWE EWIREHZ L TT, IEFTROLHE
& BB 7 0D R B C T D I AR R A g L7
FAGE Y, WE AR & s L 7228, I
VEFLRE DFEBI TIIZALD RO SN dr o727 HE
&, RIS  OBFER T, Ta7A v C
TP E R 2583 2 O TEEITEREICH
D, 37— RXA—=TMW7% ZPIPZ ¥ AT A DHEMIX
FNHENTVATLELDEEZTWA., B, Hib
L 72 W303X & R67X D F » & ¥ AZBEDFEFEEE
TEMEGE AR 5 L) T—F b, JER] 288 %4 &
304 HOBEMBEOREKIZL > TGS TWw
%46)'

D boshig Lol 2 Re3 5 &, IMRER KGR
TE O MR ZPUPZ ¥ AT AN EG L Tw b
WREMEIIRETE Y, Hikd 5 L9512, EFENTIR
MOPEEFE > AT A HAFET L7202 FNEND Y
AT AOHMORE L, EFIHEEL T Lo
AT LTRIEENT VD EEZDLONEYETHH ).

4) REE: ST, Ll dEHEO L) REEH
e JUNAT BRI 2 5 2 I L 7225528, LIFL
XZOMRFITET S NE. FakL2XH 12, ZPI2F
PZ & SLIZHLURIF IZHEIN$ % DIE LR T A b7 v
TUTrATOYOFEETHS ) EEZT, JIEMHN
DFETIEG % 2 DD 7 )V — T4 1T T ZPL & PZ
AUELIE A, A& IRERE I & X MBIARI T
L 72 G S, 2013 SEARZEATHFE) . LI,
R O3 512 X ) WE O MR EEDS B33 5
EVIHIHELH D THBY. Lal, i ZPl
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W T RO 2 HEnE VI WELH DY,
50 iR L 725 ST PR O ROV & v R Foik
BG4 W TZPI & PZIIAE | EBIRELTED,
A AXHOBFE O TR ISR T VT WD TH
L. KR, W3EORM LS EEEEFHRLTED
HHL R WM ZRERA L 725 CH 5. HLFFsEE
DS AT KRER LR WS, EZEIE AT T 4
TT= bR R]ITHA.

B, b T, BHESRN T 5 RErneE
WRIEZ B B 720124 U 5 AR O R &
PEHEAE RS BT, ZPIEREAS 1.23 512389 4
CEMHEENTEB Y, MAR A O 50 EFITIZ
TR 90 42 L CZPI A =L, L
b IO EE BE R BT I & & IEAHRE L Tz e
WA L HIATISRE UG % A LT A
¥ N TH D ZPL RHINE &, Z OPrEtE
DEETRATHAZMESE VIIL(R) 1K ZJiE T d 5 I I
A OEEERE 2 HIWESE T LI HEERH S &
EZTWD,

YUATIE, URKRIYF Y HTA NEGTERL
TeEH Y 27V < Y RIBIZB VT, ZPL P
TR, PZ AL PUSIE FUC I8\ T B W REPEDS
RIEENTWEY, F20E, Bk L2290 EHEH %o
ZP1 & PZ HEHIZ DWW T DR FEROTN Uik, &
PEOBIRMNNTDTH L0, ey —_v 54
RETELEZY Y AT, ME7 IO FA LT A
TN R TV T I I, ZPL I
TAEDPZIIAETH D LV R LA TV,
<~ ZADOFETIE, ZPL & 7 14 7)) /7~ @ mRNA
IHIHNT A ASPZ D mRNAWIARZETH - 72, bR,
(BEDHY) | e AL YV FVERIETH -
DI BEY, e b CToREEL 2FFEILLL
7290%, bbNDOFEFwmILIRIZITHRRI LT
v, AEFWMIRBOEIAILE, [#E8EELES
Al cffml e v FEIZ R85 £ 9, #h ik
LBmz L7z,

5) DA AR TIZIEROE 2/ TH D, HTA
AR~ O MR ZPI/ZP ¥ A T A5 L CT»
5EEZDLOIIAKRTHA . 9, FIEMRRIC
ZP1 S AR B9 LA S AL, & O mRNA O FfF
FELRERENZ?. PZOABTH A, ki,
/NIRRT ALAE © ZPT 2SR SR, PZIZES  FB L

5526 % 55 3 07

TWbZEY REBFAMTH ZPL & PZAS5HLL
TWAHZ LY, BEMAMTOAKTHL L™,
EVHEINTWE, ALy, —HoEMET
\&, ZPIPZ ¥ AT LDY —%y N THAHFX, FXI b
WRIEEL, 74 TN 2750747 OIS
ENTWD, L7zA >, ZPIPZ ¥ AT L3
TR ST CHUEEE SUS B T AT REEDSH 5 .
B, 48 HDOKIGE ¥ B ORERF TiE, ZPI
L PZ DA IIARETH LD T, ZPIPZ D5
HEFRIIEIEARORATICEET L LS
W5, 72720, IfiH ZPLiREEIX CRP & 1d5E <, 74
TN ERESHBELTBY, BRSBTS
RIEEDHETHLEEZ LN,

5. $HYIC

el e b, REENTIX, ZP1IE FXa 2 [HET
HDOT, ToFbarEy(AT), MRk >~
v s —(TFPI) L G545 3 O FXa ¥l & > 737 B
ThHhHIZ LIFHEN R, L2, ) VIRE, v
UL, PZERININT A & AT I X 280 FXa fER S
HESNEDOTY, HENOHELI LA & &
ORI OV v R LTl ZPUPZ ¥ AT LM
PLFXa B CTHVCWwa & Bbn s (R1k). 72,
AT & TFPL Wb~ VEEWEIZ L - THL
FXa TERDMRE S N E DT, FICHEMIEERTICE
WTHLFXa BUSTEIVTW B L Ebn s (K1 4).
IS, B ERTE Tl tERE ZPI ASHAR T A ) &
FWE L #EE L T FXIafEH 2 #H-> T2 0 THh
5. R TIEH A, TS IHE L TN
OPUMIER % 2 TV A IZEW 2\,

F 7z, e R AT ROZAE B LA E & 25k L,
AT O RIKDZEFAR T % o, -anititrypsin Pittsburgh
FEBNLZ OSBRI 2 28T 52 & %
ERT DL, AT IZAEKRNTHROCPIEEEH % 8-
TWAUREMASH ), TFPI b e RMER ZHEEEH
FAEL W & B, ARSI R iR & o8
JETHDLIEHERBLTVLEDTHA). —H,
ZPIPZ ¥ AT MIFERMER ZAET b It EHM A4
W2 DT, AN TOFEEEERIZEIZ S %
VOD b HI R

fame LTid, X9 %< ZPIPZ ¥ AT LD AKKE
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TEIHEE L7228, BRaRnoZoRNERIIHO
FTHD. FHEOMBAEDOENTEHLAH, b
DR ZIEFEGI D & 2 R BERIER Z R S o2 &8
FRERKTH AL, %2, Fraz PubMed & % L 72
BT, ZOFHIBPMHTE LW EAVHHL
722 & Z WL L C Macintosh # #7345 (2 E ).

SEE

YAt L2 X DO I RFESE O
ILRITFEE O S AEH L2, 72, Kok
PV Bk L 72 I & s A IR 9 5.

ZH OFIZEAH K (COD) DBATR
DT —=<IZDOWTIIRZEL D COLIE RV, f3E
B (JEA: 5 R F i 25t e (PR 26 FF &), HARE
PN IE b ZE it b oe B GV 27 4REE), [E A7 @Rt
PR EAIB 4 CPR 27 4REE))
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