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Bo-Glycoprotein I (8,-GPI) 1%, IEH AMM#E
Iz #7200 ug/ml FAE T % 43 T 2 #9 50 kDa
DFES X7 ETHY, BlIHT R KT a7 4
v H eI 3, 5 FREER 2RI, miER
HFREE XITKNTFBY72=y M YIZF
HFETBHAY K 24> (Complement Control
Protein; CCP, & % \» iZ Short Concensus
Repeat ; SCR, & bFER) B5DOFLELTWS
ZETHBY, 5,-GPI OAEEP R EREIC DWW T
BB E DLW, i vitro DIFZED 5 f,-
GPI ix, DNA ~%Y) VW 72 £ ORfr
BEWE, DAL IFIEY (S ha vk
V7 DEICHEST 2V VIRE) & EDBRMERE
D UIBBEICRET A LMo TEY, MK
BEOFIENICEE T 2 E wb Ml TWwaYY, %
Tz, AR, BV PR B PURRE & B (Anti-
phospholipid syndrome : APS) 12 UiE U IS FEHE
I 5 MEGE & £,-GPI L OB ENRFEH S L TW
%%, APS BEOHRET 281 VIEETEOH
Th, By e riikix, BEEE
2HET 20 VIEEICHESEL THEZEML T B-
GPIZHE L L CHBIT 2 LEESI N T

297 20X 512 B-GPI X, £ H 5\ IkdE
LR, & 237 BREBEHNC & BRI S
SNTBD—DOTH 5,

ek, Bo-GPLIZDOWTIERD & 5 RN H
%, Ot b B-GPI DR Y » 7 B, 326 |
D7 I BEE»SHER SN D5 FELS0
kDa @ 1 K45 > 828 TH 5.0 TN
1%, WERATRREXIIEFBY 722y
MNZCBTFET DAY R XA VIS5 DFEL, %
D> NH, REID4 DD X4 > EIrs
BIVRAAY) 3607 3/ B 5B
D, fHEOFRET Y —iFEW, —H, 5FHHD K
ALY (EEV R XA ) I3H80 7 3/ BERE,
5D, Lys BEDNL {, SSTHEEDIILD R £
AV ERRL, ZOR XL V) VIEE EOR
BREETHLEEZONT WS, @ NMRfi#
M & X A G T OFE R, BV R X4 >
W23 VIR R © OBiAMERE & OFESICEE
7% flexible loop #343 (Trp 316-Thr 318) 20z
T, Z OB IZGMERTEE D short B-hairpin ##
& (Cys281-Cys288) OdbHbZ bbb, %
D 2 DODES T £-GPI DRREEREY ~IEE
DFEBICEETH 2 L1 H9, @ B,-GPI 0
ZFE, ¥W18kb T8 DDy Y v 2 EH,
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H12E H6S

17 etafk o p 23-24 ICFEFET %19,

® B-GPL i, TEMALM/IMK 72 & DM E
DY VIREBR LG T 2R H D, ADP i
& 2 IE AL/ D BEERINHIE S0 PR R e
OMFIER % £, P fEASHER SN TW»
a0 —F - B -GPL I3iEH e 74 > CD
PEEEWE 2 BHE T 2 0T, APS B O IfiddhE
& DRE D & FRN T OREE IR BN OB S
WRBENTWSE?, @®APS BEVPET 3
ANY A E PRI, B-GPIOEI N X A
Y, BIV XL UBLUEV N XA 2 E2EHE
L, BRIZEE T N X A 2537 2Pk IeG T
HB @D & 512, £-GPI 28 apolipoprotein (a)
D7V ITIWVIVIAL T2 AL 2N LTH
HERLTWwW3 Z &, B,-GPI 3 A Rl
7aFxyv I BN LTEGETSEZE, v 7u”
7= &b B-GPLEA LT R b —v Al
o2z V77 v ADRECEET 5L, &
DEBRZEOHRE b B 219719, @ FHKNICI,
B-GPI DY VBB GREERMLIZEV N X
A UHFRERER B,-GPI KIBE DREFIERE H
» %. Thiagarajan 513, £,-GPI DFEV F X A
VICEBHNEESHY, BEEEY VIEE LD
FEEBROKRA L 12 FRERET, »OREFEED
APS ER 2 R WH L, 8,-GPI KiEHS APS [k
FEQO—RHIZ % % L L7z, —7, Takeuchi
513, 2 BID B-GPI KAEFEIC DWW TIEH A L I
i U7oAE SR, B-GPI KIERETIE, 7 v VkEHE
BEREOEESED NS OO0, torE
YAREER, a7 A > CREOYIEER, 7
4 7 VBROBREEIC O W TR, IEEA LS
EEDBRNI ERFEL, 2D X5 APS
BE DOIMBREDFIEIZ, K-GPIBNED X 3512
STWwah, BIEDE ZAHETRY,
AFETiE, B-GPI D/ v 7 77 b= AIZD
WTOHREEENT 5.

B,-Glycoprotein I RIiIB~ 7 XH 5 DIEHR

2001 £, Sheng 5 i%, £-GPI ~7 o X

(B-GPI*") ~ v RAELE#HITEDLYE, B-GPI
REXRIE (B-GPI") =7 A ERIEH LY, BE
EHFICDOWTIE, 2T 336 ILDfF~ Y A8
HEL, 205 BIEH (B-GPI) 1 121 X,
B-GPIY = 13 185 VETH D, B-GPI~ iZb ¥
1 30 VT (R0 8.9%) ThH -7z, T DFEHRII,
~T7TuRE~Y 7 ARTO#T ALY THES
AT NVRIOFEBERE 1:2:1) %2, K
B nzbDThH-o 7z,

2T, HELLF~Y 2AD&NES (L, i,
Wapg, B, Vo], B, BHoS, &, B,
EIER, H, MNE, B, W, B K, IR,
BIEH) OSSR BB T CBE L 2
%, B-GPI'~ fF~ v A T3, EHF~V A LI
NT H AR - RHEN T REE T E SR
Shighholz, #-57T, B-GPLIxFLE HbD
WFRRIZBWT, BOFERIAD 2 W IXE KIFH
7 ¥ OITIRVIEARES ¢, EELHEE2RL LT
VW B EREMENYE 2 & Tz,

RIZ, Bp-GPI~ = 2 DB & V45
eSOV THINT, O E LT, B-GPTH*
M & B-GPI** D > 1% B,-GPIH~ Hf %2 Hh i
Ebt, —ENEEHs L, @ 8,-GPI/-
e B-GPI " e OB ITELE O IZDOW
T, MERCB T 2 ETHRE ) D78 % i LT,
ZOFER, ' LoRTWIL, PRIZK LR E
bz, WIREME, P 2A0HESH, HE»S
24 BRI DT, BRER EITIF & A EEITR
wond, HEOEEEIERL, £/, R
2RIz kD, ERIWC BT 2MEEOREE
~ v A DIMVIMRBUL, 1% 18 HH CTEERRET £ D
PR LEETZHOD, FNFROM/IMIE A
B CER Lo, ThoDERE2EZ 2
£, B-GPLIXFAE « ML BFEC I AT R 2 N
FTTRE%REZ5Th%., LL, ¥, ~70
RIE (B-GPI') ~ v AELO#HFEbETLE
FN L EZBEETROHBERD, 2> T NVANHE
ST FHIARE (1:2:1) »osKRiEICsH NI
D, ZOEAEIFPE TRV, - T, £-GPI
DFABPETOBELIZ OV TIE, & 5%
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R1 <~V AOEIENB L VAR5 2 % B,-GPT RIADEEE
(k19 X D51/ - dZL.)

& B-GPI*/* & Bo-GPI/~
¥ B-GPIV* ¥ B-GPI7/~
%7213 ¢ B-GPI*/-
TEIRER 15/17 16/20
(A=) (88%) (80%)
[FINEFT AT~ 7 A% 8.2+1.1* 7.9+1.6%
FEERFDIF~ 7 2 DIKE (g) 1.5140.13* 1.5340.12*
LR 4RI D ETER 122/123 112/116
(LEFE%E) (99%) (97%)
F1% 3RO ST 120/123 112/116
(H:173K) (98%) (97%)
* SRl + AT R R

R 2 Mk~ v R LR 18 H v A DI/IME#IC
52 % B,-GPI KAEDFEE
LR 19 L VB « ®E.)

Bo-GPTH* Be-GPI7/~
F 7213 B-GPIY-
pllieiy 697109 (n=10) 664185 (n=7)

R 18 H*  924+178 (n=6) 9284226 (n=6)

s RP OB, (CEFHEEAEREFEZE) X107/ ul
TmL7z,

L2 BED THREIC X D AL IR L, B
E=HPH o7 (p=0.001).

RS HETH 5,

BiR L7z & 912, B-GPLix, il e
(ADP 1z & 2 Ifi/] it £ > N R R EEE O IR
Ay iz, mEE7Ta 74> C OPugE
EHEEEEAEZ RS 2, EERICOHEICE
boTw3, #I7T, B-GPI*, B,-GPIt-,
B-GPI™~ @ 3 D DR FHE~ 7 A DI %= £
B L, B,-GPI @I+ B EIE S0 e I 1Y 725 5
2107z, ZOFER, B-GPl DEAIZLA G-
GPI- CizHER I T, B-GPIY~ @ 6,-GPI ®
MPEEIE, B-GPIT* DYETH-7. ¥ 3
2, 3 DDBETE~ v AMEE % 72 B
DB 2R LTz, WA A Y > B HE R
(dKCT) DiE», HIRT v )V e 5 5 E R
(dRVVT), WHHES v e RS TR F
[ (APTT), wes: (Agkistrodon contortrix
¥) AW TaT A4y CoOFEEb L3
dRVVT O£ (PC pathway time) iZ b, 3D

DEGFERTIFEAEEZBZRED SNL Lo Tz,
¥/, uiruorereV, VI, VII, IX, X,
XI, XIl x ¥ OBFERFEBEIC O EIT B Do
Jz. 272U, dRVVTIZOWwW T, FiROE k
Be-GPI KABEB DGR L IZ R L ->TwE I L
BEEBEITNEHRTH D,

& 2B, B-GPITH, B,-GPIY~, £,-GPI-~ ®
S3ODELGTE~Y X ZNETNOMEED S 7
A7V =7, barEroEREEESk
HWEEHOTHENEZS, B 1iaRTL,
Bo-GPI~ OE1E, BHS I Bo-GPIT %0 B,-
GPI"- OB kv bur B EIZETL
Tz, TREEBTFHECKELTEY, G-
GPI" > 3,-GPIV=> B3,-GPI'- DIETH - 7z.
B-GPI-ThrurErEFENMETLEZEY
5 SEIOFERIZ, £-GPI N o v v v ERKICE
ERZE 2 RRBLTBY, kD 6,-GPI
N7 v v EEAEHEIER  (in vitro),
EHTL Vo tREBIFIET S, £, &
b D B-GPI RIBSFET b o v B v AR EICITE
B EVnIFERE S —HL v,

BhH)IC

Dlbz2d 25 &, ©F—RD 6-GPT-
< U ARLOMIEbE TREL 72 3 D DR
FA(B,-GPI**, B,-GPI*~, ,-GPI~"") O#id,
HAFENCHIF S D A > TAVANCHE > 72 A
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K 3 L-GPI'*, p-GPI'", B-GPT/~ BERFHEI~ 7 A DREIMFHIFABRAGHT
(k19 X D51/ - dZL.)

SBo-GPI++ SB-GPI*I~ B.-GPI '~
dRVVTY (#) 17.8+2.0 18.5+1.6 19.3+1.4
dKCT? (#) 53.7+6.2 59.5+8.9 56.5+2.5
APTT? (F) 24.0+0.5 23.1+1.8 23.4+2.8
PC pathway time* () 22.4+1.4 23.7£0.8 23.6+0.2
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< HIER, SBETHES YR SEO S — vz Avn,

1) dRVVT : #HRZ v &V REHEEE R

2) dKCT : 5 A A4V > EEERFH

3) APTT : iHHALERS b v v R 75 A F KEfH

4) PC pathway time : ¥¢m 2 HWwiz- 7o 7 4 >~ CIEHLIC L 275K o v ke
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TFol, HmRLL Yy R7TAF > (BHFREED 10 50 112G migi vy v 22X Y Kis%
BIRL, RN o EVERREREREE (A2 b u¥4 4 TH; H-D-HHT-Ala-Arg-pNA)

ZRWTHE L7,

B: B-GPI**, B,-GPI*~, B,-GPI7/~ 5T~ A ZnZ N 10 ILT DO DFERDIMEE I DWW T,
Lo AFE T e vy eV ARREERE L, R, KIGEE? S 1000 %0 b o > E v EREERL

Tw5,

HEE (1:2:1) »poXREHNTWT, ZOR
B3, B-GPI O KABIE~ 7 2 OFJHANIC B3E %
b TR OHERPBEA T I EEZONT
N, ZOEHREHTICR R BREBLETH B,
@ B-GPIT- v RIFHEFHIEHTH Y,
Y, WESER, BN b RICEE XD
ST, H4TEEES b MEMEE HICIER T, IR
DIMUMEE I b BE IR o »roTz, O

Bo-GPI~~ MAE D in vitro TO +a > B 4R
BERBEREICEr 572, T ORRIZ, £-GPI A b
o »E Y OERIEENZECTWS Z L %2R
BLTHED, t D B-GPI KIBFEMN DR
B, ZhFETin vitro THERINL TV B-
GPI »EFEMEIER2HE T 5 L wiHiE L i
FIET 5.

LLED & 512, B-GPI 2384 « ML A BiiBE,
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Bo-GPI OBEFER & OB D L4 EHIRERED

R IX, X512 B-GPI R~ 2 12fEL D
AT T BEEDIZ D, WHELIE»ORF &
DOD_BRE~ Y XDEH L EDOWRBNETH
55,
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