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% ffL % X 4 A naturally-occurring Tyr143His @, mutation abol ishes B3

function for soluble ligands but retains its ability for mediating
cell adhesion and clot retraction: comparison with other mutations
causing ligand-binding defects
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M/MRREOEFEEH am B3 1, /MR X 2ABHZ LD MRE L ORHLREHRIBRICB W TEE &S 5
REELTW2, amBs REEFFO—DOTHIA LTIV T77IV—IZBLTEY, 747V ) —4= von
Willebrand B+, 74 70X 7F v EhaxsFroLer¥Z—E LTHEEL, M/IMRE M/IMEOEERZETH S
M/ARBEAERKICKHBERARZSFTHD2ZEPHALMCEINTWS, M/KESNE (Glanzmann
tbrombasthenia) I3ERMRA 7 7Y v am B3 DEMELITEMRFICER T 2 5 RS/ MIBEREETH Y,
amBs DEKIZETHEBERCETORE L BEOCHEELFT T2 LTHBIFOETA LS, SEFIE. amBs ©
BWEEIGERT 2 M/MRENEEFOBETRELHALNCTIL L BIC, ERemBs DY H Y FEARE, M
BEREL L OCMEHEMEE~OEBIZOVWTRINL, AT 7Y vamBs OBEMMEZMEITT5Z L 2BME L,
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i /MREEFFERES] Osaka-12 & 21 Fhkth, FRICMBEREER L, ADP, = X7 Y, a7 —7 iz L5 MM
BREIIRIN L TV e, BEM/IMRO mRNA 2BV — 7 = AE TR L, BAR L ERRO amcDNA % 83 & &
HIZ 203 MMRIZEA U CHRBREREI T, VA ALY ¥ FEEEE (OP-G2, PAC-1) BLXUFITC T
FANLI=T 4T ) =T ERVETa—d A PA M) BT Lz, BREOG om B ZIEFHICREBT M
Baiz, BREE T RT-PCR A THINE L THRAIAAEREAY ¥ —% 293 MIkICHEHRR S, G418 TEL”
varyl Tk, BERLEZRBORBEMBERAVCCEMELZ 4 7V /) —Fricx+rMiaESRESL acid
phosphatase {EHEOE B THEST 3 & L HIC, #5F LZMAZ% phalloidin TH6 L THELEAMEEIC L 2 MR OFEER
REBBREITR o, EEMIIZEBIT B Focal adhesion kinase (FAE) ® VU VELIISHEIRBREDA L) T oy bk
TR L, £, H7ARBREANTOT7 47V 7 ay hOBREERBNICBRE L, SbIZ, e 2=y b0
160Phe & 161Ser WD 27 X/ BBEAIZER T 5 HWERKERE (KOamB3) 8L Aspl63Alaam B3 KRRHM
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M/MRRE LD am B s ORBUILEH] Osaka-12 TIXEF 2> b —L L HRTH 36—41% Tho, am V7
A=y beRBTOE/ 7 u—FAHETHS TP80. Bs Y7 2=y beRWT 5T/ 7 u—FAHKTHS APS
LHBLTamBs BEEELRBT2E/ 7 n—F AR THS AP2 OREADETHEH TH -7, cDNA DEETF
T am ¥7 2=y FAIZ 143Tyr (TAC) —His (CAC) B#a%R®H7-, 7/ L DNA TIRIOEREDO~T O
EEFETH o772 RT-PCR TIIEE mRNA 0L Sh, o7 Lv® mRNA BEBLTWAEEZ bR, &
BERETZEALLREBEERIZBWVWT, Tyrl48Hisam B3 Tk TP80, AP3 DEAIIIER Th - A /MK L Rk
IZ AP2 DG MBERIET LTV, Tyrld3Hisam B3 IZIX Y F v FEBFEB I OFITC S_AVDT 4 7Y ) —
FURWThbEE L ofc, Tyrl43AlacmBs THRROBR ThH o, BEMIRE AW TToBEMLT «
7Y =TT HMiaEEEREIL. Tyrl43Hisam B3 BEMME CIXBFARIC KN CTHIRESESABICIET TS
LOD, DTNREENTED b, HICEEMEEIC X A BERITBV TIIHIRD spreading /D bk, KOam B3 B
XU Aspl63Alacm B3 FHBIEAIE CITMEEEILIZEA CRDRhole, EEMIGIZIIT S FAK 0V VU E{LIT.
Tyr143His e 8 3 FHEAE CTIXBF AR _RTERICET L’CL‘?”CQ %7z, Tyr143Hisam 83 REMETIEIT7 47
Vvzwuy b OBEMREEZEDES, KOampBs BEMIE TILERITLA LROR1 o7,

( #® &)

Tyrl43Hisam B3 TIXRIEA(L Y H FEGRITHEAT 24, BRLY ¥ Fiosd 3 S el & O m et EiE
BEIIRRIIIEEI R 2, —F, KOam B3 BL U Aspl63Alaam B3 TIXTRTD Y H 2 Rkt 2554600
Fahi, UEEY, am V7 2=y POBERN L LTAsple3 REVEETHIZ LN FRBEN:, BrDU Y
Y RERWEA T 7 ) v OFERISREREITIL, ZOMBERMOREICERATHLEEXLNS,

WXEEORREOES

AFRICITEREMARREIETH 5 M/MREDEORRE & 22F e RB/IETREZHLICTE L EbIC, BEF
BEBA VTV vamBs OBEICRIETHELHEMICRLTVS,

A7) ampBs DEMEFEICERT 2 I/IMRENEES ORGFREEORITLS am O N RKEEHD L7
ORGEEPEBERBRICEETHI I L 2R LE, SHRELL BTuSHOMOBEEFRYE L ERE LT,
Tyr143Hisam B3 TIEFEIL) F 2 FREAREIIERT 288D 7> Ficx+ 3 laES ek X Ol AHBHEEE T
FRIIIEE SN2 L —FHT160 BREL 161 BREOBO 27 I ) BEADRE R Aspl63Alacm S35 TiE
ALY H v FBIUCERLY Vv RicHd 2 REHICMA TheHBBRELEEShD Z 2R LE, Thbb,
W3 41 V=7 DRIEFRENRA T Y amBs OMIBEEECOLSHEBECRIETHELZMNODTHLMIL,
W3 4-1 v —7DHTH 163Asp BENEETHH I L ERLT,

LTIV amBs HI/MROBEEI BDERTRASFTHY . LENICEBE 5 MRTHEEIC EE 2 RE 2 R
7L TV 2%, TOMECEEEZHA LM LHET S Z L IXhRSRADOTFHCBRICER TH S, KRxit, BE
FERDOICEVA T 7Y COBREEMLEREL, am O W341AL—7DHThH ) H o FRESICBWTHICE
ERBEFPRALMIILELOT, RIETIEELS,
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