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AHEE PP1 M Src SBSH] £ M. Sre, Hek & Lek
ZRIKRIGESE T R, = H 5 H7E ATP 24 %0
SEBERX I, BFE ATP 456 45 #5382 A1
L, X MBER RS T ATP 4RO, W
HIEALH) Sre J& £ BUBAE I — M HRiC, T ## PPL Xt
TEYE Src B HRIVLE KA BY T2 B4 Src RS H
AR, HET, CEFEEILF MEK-1 9 ATP B4
HNHF], (B R, B Serono R IMTE MEK-1 2 #7 i
P, ASTO1173 BRI HE R MRB T ATP YR, [F)
B, PP1 R Lek B g ATP 34 4R 00, (B, 72D &I
ppo0~Bf £ KAk ATP 4R, FiEdE ATP 5
MR R — NS RER, B o T4 6
HHATEAEE, X568 BRIk — el
6.2 ATP T4HEEEFMEHY

51k ATP &AM RS I, SR8 T
B S BRAERENRTE, XTRUNSE LA,
MERMEBAY T 28R/ FEREMAAERN
IFE/N AR X, BRI, A B 0 ) R 2
ETURIEWE AN ATP THEMFIN, &8
YFIERF R ATP BHI4 T 5B R M
WA, ZM449829 B ATP 254+ JAK3 Il >
—, ERR T 7E— BB P30 i B AR A1 , 58 T LA
M TAKEE. BET,ERE JAK M8 ATP 554

HRREHER. EEREHRS &2 &M (IRK)
1 BTK % — LM ATP LSRG HFER. X
B AR, - RERNHA) SEERSWEAX,
AFERRA WS R RN T N R KA
B. BIKGHWH PR TE ATP 456 KBARA
FAEHEL, BTK ¥ -8 STEHALRMER KT
H7E RK =R E GV EWHKER,

7 HiF

JAK/STAT M3 #:3h TYE B8 iR b
FEYIHE R 259 (B R BRIR 0 5 700 ) LR A KB 5T
MERR. BT, AL NEEREEIH A HEAR
RIS, (BRI B JAK SR 7053 A s BRI
BRIE . — 25 W I, a0 JAK3 i 5 k
FOKHE (FK778) IE 4L T I R BT FF R BB, EHHI, B
F 3D MW — Rl 7 R v MR R A5
BEMAEME QL RBRT S, XTUERAL
MHMXXROER LRBAYIF L. WHFRFR
W RIS L FRA X, XEHAIH
HAEPDARELHUMEE S BIR AN FHEE
Fo 1R, AR YAt & B A M5 B3R5
RE AR E B4 W R EE AR #: 3D T A&
XY BT RE R,

m/MEEES Ibe LHEROAKEFESEHNTRGLR

RO, B R EFRER
(BREFPERBOBIR, 3 100850)

BE: 208K (GP) I b-IX-VE 445 etk o E B b £ R E T (vW) o9 2542k o fo da o
HARHMEHEY, CPIbX-VEALSHH WILLBAETCPIbY « B N, EVAZ
ARBS WIS A A TN TL0REAREIAFFN . NETHLORARARLAF| A g
Cys209 #= Cys248 R 89 —A4E 3R, TR vWI 4B MR AR R R EGHALALEES

HEL AL R TR GHRRTEL,

XA eI BBEEEG IbX-VESH; ) BBEEG [be; £EFHLIFETFESE
HES#S:R331.1;Q071 XRHRIAAG:A LSS :1001-0971(2004)05-0284-04

FE 1t B ARSI R A B A L 9K AR LA A
HEARPHUR , T B4 T B M A2 T2 R AR
LGOS O WU FE A o KL S5 B 2 A B 3

KO B 3 : 2004-02-24
ELTRE : EHH 863”24 P BH H (2001AA216051)

Bl MEERAEENEATE: i/MROR B T3
BUmE A EHAARI/MSESR, /MRS
(glycoprotein, GP) I b-IX-VE AW 5N E AR H
T4 il & 5% B T (von Willibrand factor, vWE) fJAH .
fERRU ESBINHESIFY. CPIbX-VEEY
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FOSLE ML /MR ETE (£ 25 000 M8 N /If/MR ), B
HAREE ZEWiRG v, ERERED, ZEEY
{HER VIR &4 F Cansh Bk A 80 ) i Y1 R 1%
FHS WA EERKRGES,GPIbK-VE
EYE WIRESSRERABRINGFLE, FE WK
EfEREREE(NEHR), BRAR,GP1bIX-
VEAYS Wi WHEEFARERE GP 1 ba HEE
AN BE R vWE B Al R 208, X—RISBRas
vWE B 45 & DL S, B AR Mac-1. P B K (se-
lectin) . e-%¢ 1fi B (thrombin) | % Ifl B 7 X1/ ¥I 1 & 4
FE B IR (kininogen) 25 B 45 & 0L AR, BT LR BF 5T
B Ao ASTKM GP 1 ba 5 vWI BRI M B
W&, SRR i TH BT R

1 /MR GP 1 ba HIZHGFATHEE

GP I ba £ GPI b-IX-VEBSYHIABKS.
FETI/MREER GP I b-IX-VEA&YH 4 N KRR
PR =R R : DL BB MER GP I e I GPT
bR, AR AEFEM G5 6 AL GPIXFI GPV . X 4 %
REATBRTESREREASE, KX E—4
BPNEREREEFH, ENAEL/MRUE LR R
KB 2:2:2: 1,

GP Ibo B N¥%iJFlh, B R — 1 ERR KX (His'-
C®) , Hh s s M E SR ERER Y (leucine-
rich repeats, LRR) , FL P35 4 51 2 th B89 B A%
PR X (flank) 2], SER0R KA MR — DK
AWEREAKX, ZE2EBRX A 100 1~ EERE
KRB, B CMMBRHMTIA 3 NMRER
¥ 3£(276,278,279 1) , EA EE /MR Z R & WE
BREEIL AR AES GP I ba RIZER/RERK
TR, XERERFET - HRENEH
BFRAG, HIGEAER/RERFHTRRIL.

GPIbRK-VEAYKMTEDRAETS vWE
MG A5 R I/ VBRSBTS AR B, SR i
IMRAETE B 3h 3 RE MG % — Rk,
GP I REAYTHES W ZEERNTEL .
EAIRHREERR LAY, ek
R IR 17 B4 AF T (s Bk EE 4L ) , X P AR EAE
FANIRES |2 At

2 M/ GP Ibe b5 vWEESHXNEERSE
UBRHREBRRTERN T IR W IETHES
APE,GP I b ERWHBEHEHRS vWf Al X

HEREMNERR N ZEIENEEHRR Y, cp
Tba 5 vWE BEEBEMMIAL T N HURK
(Ser'!, His?, Glu, Asn'®) B A REAREARFIIK
(Hisr',Glum,Lysm,Asp‘75,’Ihr”6,Phe'99)iﬁl CHamE
X (Glu™, Asn®, Ty, Ser™!)

2.1 EAREBREEFIX

LRR B &— R BEVLE N WRTX, 51
BEOLIE Mg 22 ~ 28 MEERBE, Hh REARRE
HODLKHIIE — A GP 1ba B NIG19~
204 MERENEE 84 LRR, B ERM, 115 cP
Iba 5 vWIRAMHEAEREREE,

RGP I ba ZEIEH BB T AL A AK vWE, BT
PFAA-RBEEEE LR GP I ba AW X
Mz B, AP E & RS M (CHO) 1 & &
GP I b A-RiEAEEHEI, 5 2,3 fl 4 4 IRR
Xt GP Iba 5 vWE IS AAEHEED, H—H 08
KEH,HE 1 LRR X GP 1 ba 5 vWI KK R E
M, BARUEN, M 24 LRR RLARTLH,
R T4 o B BB R 25 B AR, Cauwen-
berghs %51 % 38,48 F GP 1 ba LRR £ 1~ 81 {3k
5% KR ASH T 201 ~ 268 31 5% 2k 49 A1 B 4 A X
5 GP 1 bo 55 vWi LR BUAT M. AL/
HUR(HPA)-2 & GP 1 ba 55 145 (&R R, Xt
HESHSHEZ BHEERNTIRE LA, HKx
AW N SRR XIS —1 LRR MR, 2w
VWIS Ao Shimizu %7 R A RAERAREZH, Cu'®
SRR HikREa T B L vWE 5 G244,
RARFHEEIEHRIA, ‘

B Il /R 45 A 1 ( Bernard-Soulier syndrome, BSS)
R—FFERABR SR, IR P B /MRS
BRI/ A i A e, R GP T b-
K-VEAYERE L. CHEMNRERH
th GPI b-IX-VE AW 5 ¥ 5EE 5 BSS MR
X, N GPI b-IX-VE AW & R R IhAEIR it
TEENER. H4,6P 1 ba WBIEBKDHENY
5 ILRR WRESRA £. B, LRR P S8k,
M A156V F1 L129P*) SR A B BBk 2k, 4 169 ~
180 IR BB AR T LRR MR HE, RKA
BSS M RMIRE, ER CEOIPrI M, A1S6V X
A5 GP 1 ba A LA7E CHO 4 b3k, gk kK 7
S5HARGP [ ha KHBER, BHELALRE
B, ARl N3 35 MEEARBREN = ESHWAR LT
1, SBEAE GP I be 5EEH vWEHKNSER
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BRI GP I ba EAEHRKMEHEE, 327 LRR P
HEREBRBEHREMT GP I be 5 vWi WHEER.

SkE EE RN Phe” B M IL/NRFEFIER
K (ristocetin)iZEF T EEWE, MEEH A EmW
GP 1 bafti367K ¥, i L70F £Ek 55 LS7F 48 H
EKEWER, HBERAEANEER AR THRE
BE, HREMTIAR, REREYH GP [ ba
5 Wi E5E T RBE 5 HAE LRR AL ER X, M
F - BE W o e MR A B IR P vWE/
GP 1 be MM EEFAZWE X,

BRTRERETHORBHSSN, LEHRAER
IRR ZRFFIME 6 MR KL E MK, Afshar
Kharghan %12 B 55 £ B, KX E M 7E GP 1 ba LRR
R RF B RGSH SIREM AR R ERN, HF
551/ LRR PHRAEBT GP [ ba 55 vWEHSS
FE I EE, U N 5 LRR TREE #2538
YW IZ5 69,

2.2 MERBRILX

BEAMBRBRILE CPIbX-VESYEEDE
WAH] A F BT 1 , RE4E D3R AR B VI B 1%
SRR, SARERBES G TAATHRR
i -G B T X 3K, 276,278 Fil 279 (L K¢
BMEERHAEAPRET LR, Fil/ MK E
kb A F MBS EEREHED
k% GP I b-IX-VE AP R R E RBER
FRFEILF B W, (B 72 FHE B R A botrocetin
BRI VWIS P RU AT D W,

B BMEMRBRARENFREEUSRYE
BEMNBRE, STHRE GP I ba BEAMK Asp™-Asp™
B X HATHISE, & IX — K 5% botrocetin 53
i Wi g5 & ATl gl
2.3 &R ‘

Cys™ R Cys?' 4+ 315 Cys™ il Cys™ M 3% , R
A ZBE, FR T LRR(His'-Al?) 17 i diL i
B E MR AL X 3 (Asp™-Clu®™2) o AfTTRFIX— XI5
ThHREAIA RS /MR BB AE L AR (platelet-type von
Willebrand's disease, PT-vWD) & % Sl (38 7 A %
PR ek BAEER , BE A K, FE
BAEHE MM . 5 BSS AR, R GP
1 ba FHLHXT vWE 38 (R, 6 A 00 /AR
EAEEBAS TRENR, CHRENHNRER
G233V ) M239V 3% 4 75 “ BRI . Dong %115
PRARRAERTATRE, BRI Asn®-Ala™ K IR

% GP I ba 55 vWF BEFS . WS, 76 BSS BSR4
Wi, CysPRA N Ser B3R T BB R, W
TEENERTTE,# GP I ba 55 KERKEMS,
XEHRER, R AELE RN _HER, 2L
Cys™F Cys”® I A —BREEFFXT GP I ba 5 vWF )
ZEAREEN,

3 &iE

HLEPR,GP I ba EARUFES vWi HEE:
fik FROL , A B =KX GP I ba 55 vWIE
A REERN:LRR, FRENREAMBRMRILX X
Cys™Fl Cys™ B — 55 3F. GP I ba 5 vWE I
54 R2 ak i il A T B B 2R SR AT, BT LASX e X 3,
EFAFROEER, —FE, 7T UAF R /M
RAS /YT M BER s 55— 5 i, T LAF R,
B AERILTZMMARR. EXSBRHTR
BB — R A N R A RS
MREAER, U R /MR R R s iE s, M
fEfEBE GP 1 ba ARG HMB L /R, vWE NG &
BEBERZBIXE,

$ % XM
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&T PPAR iR R AW B R it R
HATH, 5 W LR

(1. FLEHHELEPER, WL FE 315100; 2. LERFAH FREHERAT, b

100004)

I i FACH 4R 5 85 % 4R (PPAR) ZH SRR R M R, £ H IR ¢ 2R 5 BB F
EARETENA, LT ,PPARY R 5BV IR 4 R ER LS WO RMBERH MG, 2T
PPARY 89 8 M /7 B ot , A TSR —M(TD) KB AR A KB, B X BB T FHII R
BRIMH O LT, FEFT RIFOHHE, $#AH PPAR/PPARY R ER S A L& 4 A
%, 3 4= TZD % 45 KRP-297, 3 TZD % #) muraglitazar #= naveglitazar % 33 /£ 16 JR K58 P £ I ik #2045
HRBERFEE RS oG ER, 2 Ay 2L TFTHEARER R, HEFELT —%
PPARY 38 2 ¥ 3 F fo 28 5 A M (23 R LA AR ERL THMA L&, BN A REF L

SMEAFR-F LK,

LT L R A B T E TR 2 MRAR

XSS R587.1 LRERIAE:A LSS :1001-0971(2004)05-0287-05

TR AR 7 075 32 44 ( peroxisome prolifer-

ator-activated receptor, PPAR) BB ZHRBHE KRR ,

138 B 8 : 2004-01- 14

EEFIRB M EM BRIy HREEEEA,
PPAR F£7E 3 #E &L, B PPARa, PPARD il PPARY, &

UL

48510 DNA JFPUK R 1 B ARiE, PPARa

S 5AIRE MBI RIE, T PPARY 25118



