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Function and structure of von Willebrand factor
—mechanical interaction between A1 domain and GPIbo—
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9. F 7, MR T E S VI KT & A
&L, invivo proteolysis 2* 5 &5 VIII %571, %
EALT AIER &, /MR IR SR~ D & & I fe 755
Ef %> T2 K2all VWFH 7212y b
WREOBMELRT>Y. F 7212y b OWEI cyste-
ine knot(CK) K 2 1 >, D 7+ ~ 7 )b, cysteine-8

(C8), trypsin inhibitor-like(TIL), EEY 22—, £
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3 BTHREIC X B EBROME
a) JELT- T )T BRI EE (AFM) 12 & B B THE, b))k vty ML B H
STEEE ) F YT AN OER VTR I MERICE | SRS 7B A0
GPIba N ¥t & VWF Al KA 4 > DY 545, d)20 nm/F 2> 5 40 nm/Fp
THI 5 iR 72354 O GPIba.— VWEF #5-& OV 5545 o #53X

V7 4 F(S-S) i & (tail-to-tail #%4) 12T &k %
B L, N &K CTD45F M S-S #% 4 (head-to-head 7 &
LW ZEE (VT ) HEEFEOEKRY ¥ %7
HE s (X 2b).
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VWF Al F XA 2 & DM DIIFREIZ DT OIEMT
ATV, F N HEREA 1 X OREE T % 54 pN &
EL7. HM3allRmdlh, AFMIZE 5% V308
MEERTIE, 3 GPIba # AFM O% ¥ F L /N—
12, VWFAlL RAAL % A7 —VIZENENEET
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PP, B FLN=—% L b5 L—DL
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#1 GPlba— VWF

DYIWTEE 8T A — 5 —°

I<loff0 [Sil] O I:nm:l Kzoffo[silJ (ep) [nm}

Wild-type  0.0047+0.0015 2.5240.17 0.0022+0.007 1.62+0.10
GPIba

+ + + +
M230V 0.0029£0.0007 1.92+0.11 0.0005%0.0003 1.59+0.13
VWF Al

+ + + +
RI1306Q 0.0055+0.0015 1.6620.11 0.0018+0.0006 1.0620.06

b EBREI, EWFICBWTLLFHENTETY
% (K3b). VWFAL K2 A > & GPIba N Klfi % & —
RHEL, Flit~A 70Xy hCTRIZEL, b
IR FEZONE vy NTHIL, & v /87 B
EEBlOREDLZEICE ST, Tr—AN—T%H5
HNTE, 7+ — AN =T OREHINSF %7
BB OYWEEO N2 ME 2 EDTRETH D,
IR EREE DI S » X7 G H B OB 212
L&, ZLTEHBAGTEOMEMERIZE 23S &
DHTREELHBHRTH L0, K3eDX ) U
BOhOGHEHRsZ N TEL, R3cizTY T
HnagE vy Ial—2a ryFEICLE TR
D7z, 10 nm/FP TH 558 - 72354 @ GPIbo N Hii &
VWF Al FX A > OUII OG54 TH A, iz
FHRIIZW - ) EF| oo 7286 Th 57, GPIba
EVWE QYW pN & 2> T b, 2O
T AT o5R ) HEIIKAF L TR Y, #To0k
LI EUWNIEIRELS 2D, I DoGHH»5
Dudko-Hummer-Szabo D2 & - T, —EDHIIT
FloR-o oA OREDFHFmMmERDL I LNV TE,
N EREETFOBREN L Z LD TE L. Zoht
1 = #EEFH G OBRD 5 GPIbo— VWE O ) I 7
kyDETIVALDSHRETH 5. ZOETMLICIES ~
NRZBEIZEAMEEDEFIVELTLLHVLR
% Bell DAY 23V & 1,

koy(F) =k, exp (aF/ksT)

EVIORTERIHENL., TR, Ky i35t
710 DA OYWHEE, o 3%, kTR LVY< v
EH, TIXIETH A, Springer 5 1% 20 nm/Fo 2> 5
40 nm/FVFEFE TH I 5 5R » 7235412 GPIbo.— VWFE D]
WA =232 20TE 5 (K 3d 12HEAM) =

Ee, REE1 L IREE 2 @ 2 F4H O GPIba— VWF
WEDHFEZMELTWA, RE 1> I2IZ 5
NTWRWIGEORHEIREET, # 10 pN O %2
ZATRDLIETHAITIRE2 2B TS, RE21Z
REE LR TYIMREE 2N SV, BG5S 23T
ST WVIREETH B, ainz 2 LA S
ML b, ZOWEOKEEIIMORH LR
FiE4-1% catch bond & FEEAL, L-selectin & PSGL-1 @
HAEICHRONLHEEIRETH L. Wild-type, T L
T GPIba. & VWF 22 Z 1L gain-of-function @ mu-
tation ¥ B A L 725 OIRE 1 LRE 2125V T,
Bell DD /XF X — % — % FK1IZ/RKT. GPlba &
VWF O#E & DS catchbond TH AL Z EEZRT NS
OFERIE, TOIEHICI > TERENLBRNICE
B MM LD A H = X N F RIS 28827 7]
FEVEZ RO TV 5,

4. BHYIC

PDlb, AR TIEHS FIEIC X S VWF AL B2
A >~ & GPIba N K O S F B HAE 22w Tl
Rz, FUNsEIROI s A — VoOMEEH
O MFES L LT, MBERAEER, ks
FRIMERZ &M Ic oW T~ 7 a B EOMEF
HETOINVF AT —)V - X VF 74Ty 7 ADIL
B D BLE DS in silico MAETEIE T TV O 2%
A, BEHRE G SRR L 221E O 3 ITE TV
x84 L7 veara—%—23Ial—
va KB ERMLEE, AT v N EEICH T S
A7 v MEIROIRE L EEB I N D 2 & 2 B
LTWwW5.
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