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ABREBTFT VII (ie A ABRT) L8 LAFABEES (intrinsic clotting

cascade) YR EEMEMHLXBEE G,

ARG ARAERGERRGTRER
e BT VI 3liee, 107 LF BT EAELHH 10—20 A,

BT ER, AM

XTHLATF VI, #ARCAHLBDFE G5 TEHRFT B4R D 538w, &LFK
BREHETARGRAT VIO HFLE RS TAEAR o ko EE5HRASE

GEAREE R

XA BeRBF VI, iR, LB LR

BmEF VI GLhkBET, LFERK
F VII), B—FmEEEn, wRnilalsn
H R PR B A 2 SR T /D B £ R,
fd F VI & &4, lml MR
100—200ng, 4rEg4iifk F VI HFHHE*E, I
FEET F VI R EEnEARE, |
DB BIRSEN F VI, #AfIRILLE 3 —
SHT R EREHRAIIEE, MA F VI BT
&R, AEHEME F VI 5 FEE,
T 55 e % 7 FR O 95 0.

—. F VIl 445 . DR e R

(=) S5k

F VI, Ca* REBEREE&Y, SEK
g F X, £EEM, BEROEF X.
XEBEONBEREEIBIN—F. FEN
By F VIII DINEEFEAYWNE R EET
M3, EHESFR I0—210kD, BESTE
80kD, F VII ZRAMNRBEHEHERBTIE
ME&ERBE T, Ma™, C*, BREBEFLE
% F VII RAE[#&ED, EqEisgmR
FV—, BETE F VIl NEG SRR
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BERFEA.

1984 £, F VIl ZRAEMAIIYAKH
BRI, ARMNBHRT XKERTFF VII &
B4 FEMBERNE RS, @RN,  aEX
Bk EARR F VIL BT, BR—F& 2351 1
HERBENOKE., HAENSOES 19ME
HEBRNESREANRREBKEE, £RK
R F VI, B 2332 M FEBERE, D TE
A 265kD, RE#H—SHELQKBEBIERE
BRE % MBI B R ™.

F VI 3t AR, HEFIRFS A-
A-B-A-C,-C,, EWH A-A-B @K, B
EE As‘Cl"Cz éﬁﬁE. E/I‘\A%Wﬁa g/l\ég
H0NMFEBRRE, RE 30% WEFREME. A,
5 A, ZHEF-E 36 M EEBRRENBREX,
BOH—NTBEREEBRXZEE Ay FINKMH
X. WA CEmR, 81M4& 150 MEERRK
#,837% PwREFEE. BERBEREF VUI
25 MR B K N-BEAARN 9N EEE
BEANSHR, EBERRINE 4 TEKE
ERZRE, T F VI h G pr R &% 23 14,
EBOREDEBRHREZ A SRBRAMEEL



fri =, DURFRA CEMIRAERAM A L, X
Sox B BAR DU HES MU 8 . $EPNEREEH] 5
BOEREREFTHE—SHFE., F VII B
B#EEBE LR EIK X Ser-308 Z|
His-334, Ser-630 F| Phe-677 % F VIII #y
DWMELEFAERBMBERER,

FVII WAZGHBRSNEFAEER EF
RENREFEYE, MRRABESHE=TE480
SIS F VIL WASGRIRAE 30% 1 [ I
#, MRABEATESRARFEANEREE
BEERSEMRTHN, & F VI hHRIAX
RTFHEEREE, XFH F VIIL 5Mm3
FBEEAEHUNEERE FEANE & H.
F VIl WCHEMBREBRMNWERER R A
20 FEFERER M, I C EHWEE F VII
RS 6. AW, EMLE F VI 54
ZRAFERERSEBEF RIEL SHDBE
BIMAF X, REFERN, EFFTH—SH
%,

F Vil 5&fidBhS—41HF V, &
s FThee LIEEMEA & FVIL —4, K|
FVEEMRFEESEVH=ZAEEX, H
?‘Jﬂ@'iF??SM F VIII (Ax‘Az‘ﬁff%]X‘As)a E%
RtEmERErN, UZREERXRED
EM, RBMEAD TEHKT 300kD (B4
FHBHE), REBOERER 30% BEE
M., M\ F VI, BORTVRORFALKSE
HERRIEE LRI, aTiEmeiIE#kL
LHILEHEE, B, BEALKTE F Vil
H5A F VHI S EHE R RIEEY, B E
CRER F VUL $REUE 5 E R LR,

() ¢RI .8

BHRBSEEBRHEAN F VIL AR
Frel e, BEEX F VI EZEGINR, %
SHEANER, RAFHAEE AR F VIR
FEFHFT., AR F VI BHRERE S RS
STETHEERNRWEEANRRE, 194
SEBARAE SR RIS RE, P ERE
#® F VI, B5 BIP (AEREBEOEHRLES
BH )& AE—E, I bk E AL BERRAL R

BREARESHBEOEEE, BEOWRE
HE F VI B ABRER, BEiHE LIRS
BIEEARERNERER, REGERS
BT O-FE, A TE—BERX NNE
KBAZE N-HXOBREABRmERL. RER
Bpg F VI 45 Arg-1648 5 Glu-1649 >
IRk R (MR FERMAMERER),
PR MR F VLY,

SWFEAMEL F VI 5 VW F-F(von
Willebrand factor, {5k VWF) RE@& &,
VWE 3¢ F VI 2% EEHREER, £ VWF
K, EEMBRHEERERE, HREgMERY.
VWF A ERSBERES. EX AN
F VII Aoz 12h, 3F—H 0 B
VWF E@EidHE N-%1—-2720f0k# 5 F
VIl EgERBENBERDGERNMBEE X &
By,

F VIl ZElmEhELgmpER X, #t—F
EFR g S/, BB OBRKNELERELER
B CER, F VII pyfgeidhiek™, FIA
DNA BEARKEE KW R A B £1HiR(4
95kD) 5 F VIII pua=#iEELk™, o7&
25 90kD WEH#MOFEN 80kD MREN
F VI piEHAR, EMEENESER R
TiEH, MA Ma**t B Ca*t AI{ERABEE
Hn B E,

Eindsxd F VI XERE—SRIERT
Arg-740 5 Ser-741 Z[AIAUME, =4S F IR
3 90kD RYEH, Bk B &HIEAIKE, ¥
—BEFALAR Arg-372 (F—BERS A,
ZIADF Arg-1689 (F-EHRX5 A, ZJED.
KISEIER, BB EAEECEKEA S
F—BHXZAR Arg-336 ALAIKER, BRI
& 36 MREMBMEX,SFH F VI &iE, %
LER, F VII GBS B & 8 B
RBEG;T F VILWABERHETE —BRERKY
B, BMEER/KEA SR F VI £/ Arg-
Ser & Arg-Ala, TiARE Arg-Gly Z[EEk
#, BHNE F VI LERE—EFE A Arg-Ser
B® Arg-Ala Z AR RS 1E A, 1R =T
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REBMER KR EREAAET HREN =R
AT IRBIS,

XFT F VII AREABIE BT R
b, IR E 2 I AE 1 B AR A ifn
KRBEERRWY F VI 58, HXMERE
ERAMERME, B4, VWF FLUERE F
VI @ Eoiw, sinEd F VI SE£EF
e R,

=. F VIII R FFiz

4 F VIl WERMTAXREER B
By, RESK 186kb, Y EX A KM
0.1%%, d 26 MIBTF, 25 MAETAR. I
BF&KA kb, HIBXAF 7053bp, HKN 5
3 MOEREX, ABFSRSTEE L
REXENF GT—AG, 26 MMEFREH
69bp % 3106bp R, Hrhih BT 14(3106bp)
BESREMOBRAOINET, FRHNEQASTF
B4y 100kD, BEEANHBERBETS A,
E A K, B—MEREINET 26 &1958bp,
{BRh 1805bp & 3" MHEHBX., 25 MRE
F B 207 B 32400bp KN,

F VIII DNA MEFEEA, 172 08N
ATG RWIFRHEN, HIEBML A LiF
—30bpit E—GATAAA &5, BUUTEBEY
#J Hogness &, {B¥E—70bp XEERI CAT
JBiFF. 3 % 1805bp AUSELRIBIX &F M poly A
K155 AATAAA F1 CATTG, BAIRL TN poly
A GLR B 19bp 46,

1984 ERE AN 4P R A T Genetech
1 Genetics Institute WL ETA F VI ©
EREENLERD DNAFF, #ilEL
MAMm AL EE F VI, RIBEOEE
BRIF AT AR~ hNEEREEBRABIES
Bet, FIHEREFTE (genomic walking) B AR,
MEREM DNA ERFEEIHESHERR
B, REMXETEAERESEK LEARES
B F VIIL cDNA, MisE3iiFE et amgy,
AR th R, P A EEN F VI &A,
P, Wood EHETA F VI EFHREKIEA
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JRRL, pSAT.8¢1, FMIMBHITRERALER
BB RY), FVID ERA TS K
SV40 BEZHT/RRBLBRBIHTFECH K
RIWNBREHIEEE poly A HFZH, M5
R &7 ZEH BT R cDNA, BEd
SV40 (R Bai T HFRELESAI WA Eh
I ERRIZ.BENF VI E/LEESM
MPHRABHHRRF VI EL2—H#9 B
B, ESNEME F VI ERERAED @R (o
BR, MEMFS) DERBIEFEYERELS
F VIII,

BT F VI 4FEX,EfEH &SRR,
G R EE K REBREUR, R HE5aR
REBHEREK VWF BFE &, LI,
dhoh, MEFIrRIREAg F VI KA
SHRARERER, WFRARE.LERE, Al
HMKEFRE F VIII EEITRIE, BrEERE
Genetics Institute/Baxter = EHEH F
VI BfEWKSE I ME Ul HEM, T2
HABMBRBZRBEEREEFUNIET.

=, nERHEZSHFET

MARRE X WEgfatksfs, #kEy F
VI B[ g o e bk R i i IR B IE R .
ARMIFIERE ARMAREERAES F VIE
MBI, HALMAINE F VUL |5, B
WAKR L EERE., REALEMNF
VI R EZER AR MR AR MR B ERS
BRAE, TN, FIFHES DNA A% F VIE
BRI HEAT T WS B, R IR F VI £
ER Bk ELERAREENLAR, A
—MEERPRELSBRNRRE, fl, &
IR AREN Arg-2209 f% S CGA =¥
R TGA, Sl T L RE; FRfm At
F Arg-1689 {9 CGC ZERR Cys WIED
TGC, Slimsh W RE, AREWHRIESE CCG
CREBRERTHRA, CERERN T,

BE, BAAMARAR F VI 2R #ET
TREHSIFIE, BRTIRMNRREMRE
XTI, BREXERTRABARERDER



BE, FOIREHERTE F VIL EENE
U ANEFHhBEAT—B L FHAS(L 751
EANERATBERY—RKMOBE W E E IR
F,afk 6l kb, BHESAMN Y WMARAIT
R R AR R,

BHal, WM& BE ST KESE &R
., B, BRIMNTUARROERZEE
B R ERE, RIERHIE N IR R K
BRI RIER BRSO, mERER
B Arg-2209 PUREEEcH TGA, Ta4
I §9iRBIAr A5, Taql BREIN, BER™
H=—/~ 4.2kb {§ DNA F B, MEHAXHA
L4kb F0 2.8kb WAFE, ZHSA—12H F
VI #E PR R R ARG B K E
% &M 4y #7(restriction fragment length poly-
morphism, RFLP), AR5 F VII ZH S
BREE DNA FrBt#tfT RFLP 43, &k
Kogan AR PCR HYBCAKE AR BIZIH 3 (ML
RFBEE F VI BERGHHET TR, FHiE
TTBE SRS, FEX F VI BF
ROEALRRE, BIBSBHELHRTOR
REEDTF/RKENER, HABKRMBT IR
RIBEEERRITE,

2 F X W
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(#2258 304 T
(FEXRBRETF 25 ) BEFEREENL i3
1650 A BBSy FOR e II(EZ0 AR F 4B)
0B EOHRKE 1T (XEHEMBETF 1,44,
4C N 4B) EAIHENAR A Z B2
LAREHE, AR 2.9—7.6pmol /L i, £
WEMBXEDR A, B NSRRI 1 &
BEXABERTHORESEMEEENmEn, A
WEEAMEAR S ; EL MR AT 7.6 umol/
L WWHIA TGS, EBEEEXEA R
A, B WEoBWE I WEREWENHESE
8 REVRAKEAR, BEMWEE 12 K5, kR

THEFERF R R, AR
XEBRPIEWE—TEE, BEAEROT
2, MR, E—FREN, ARk
RS EMA BN, BTREAEXERR
hEEERARARFMABNLMATEF, B
MAERBERETZORET, BEEEXES
RAOX—BALERESEEEWELRPES &
BR. AWFFREIERH, MARBABIREE E 7
57—7.6u mol/L it, BESTHMAEKI
i,
[AXTF 199142 421 BkH,4 413 a¢pE)
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