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A TH/MED & & i « EiEk - BEL TY
fns

@ VWF O EMED £ - 3ENREZHD
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KBWTRBINHRECLD L, typel &
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D A2 F AA D Tyrd2—Met®? ER{iL % Y]
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BFE7 Y4, 5 DREERALD, Bohi
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LA, yWEY = 22 VIR o B8R, W
Rz #lifa @ Weibel-Palade body T vWF D fE7E
DR E N, VWF - = ATIHFED O
o tz, £, MEFOVWFIZDWLT
ELISA 8 L U= F = — BT 21T - 72 5,
vWF-- = 2 M1z vWF 2 RE L5
72 (F1, X2),

AT OiEAE (WWEF) v 7 A08ETEbE
k3 vWF-- =9 2%, X»7FNOERICH
STHEL, #RivWFBERFEBIEL T
LEoFE E, BFEMICBEALZWEEZS
na, 4R, BERE, Hd, FWEHZEET
HY, AARERPAMFE2ESETGEEOKX
X XDFEEAE, LHLL, vWF -7 AT
EEMHEMAELL LT WIS L DOhRED S
iz, #10% 0 vWF--= > 2AD¥EFE (8/
79 I5) HEREPIC MR FES - (3), iz
NIZEVDEL RnEE, FEFIZEEL, €0
BIEEICEFET 505, KEHIMU - HEFIZIE
T Uz, B EEMCRELMmES LU HEFs
1fld -7z, #T%DEMvWF-/- <=7 A (4/55
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£ 1 vWF Kifi~ v ADMEEFES & CEEFARERMD (S8 14 £ 051 - 85

vWE++ vWF*- vWE--
vWF HiF (%)? 96+5.6 49+3.6 mitany
FVIIiEHE (%)? 139.5+7.5 81+4 27.6+1.1
PT (#) 14.740.42 14.8+0.63 14.940.67
APTT (%) 23.2+0.5 24.440.4 34.5+1
HAIERFRE] (R ¥ 69.7+5.2 91.9+11.2 499+33.4
[ (< 10°/1) 837+43 986486 93127
FRIMER (X 10'2/1) 7.88+0.12 7.67+0.21 7.72+0.17
EpfnEk (x10%/1) 2.8+0.33 3.37+0.36 3.07+0.34
~=hr2Uy ME (%) 37.1+0.6 35.4+1.1 36.9+1
~EZa Y (g/dl) 12.8+0.24 12.4+0.22 12.7+0.31

1) v A 2~3 7 AEOMEE 8~13 [NHEA, RPOBIHIZTHELMERZERL TS,
2) vWF HilE & FVIIEtEE 10 P50 C57BL/6] =7 AD 7 — v % 100% LEHEL %,
3) HESEIE~ Y ADBOLRE S S 3 mm O E N, BHEEBEREACRL, Ll

1z i B R & BE L7z,
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Hu +/+ +/— —-/—

E 2 bt himdEsk ey AMEO vWF =0 F v —
FvA (SCHR14 X D5IH)
M % 20 FA %, 1%SDS &7 T agarose
gel BEREI 21T, it P vWFRY 2 0—F
WD ko TR L7z,
(Hw & b, (+/+H)FER<TR, (+/-)~
FouEsH<ey R, (—=/—) VWF Kilw7 A,
(Uil 3 AT HRAS)

Uiz, #OFE, BEMB LU VWEFY w2 A
X, 70~92 # & fisd THP I DRIEEICIE
mL?: (k1. —H, VWF~ v 7 2 TidEE#
A MO ERE 22 L, KESD~ 7 AH310
SIE < H LR 72, BRI OALEE L Tk T
X7 DI 21 ED S b 5 LI &z iz, /b
W, RMmBRE, BMmsRk#E, ~~b7Yv b

(BUSE & 15~21 I8) (SRR TN ES)

E, ~=/uvbEryREcELTRIFLE£E,
vWFH-, yWF-—=2 2 L § Bil-> & (biZF
Hehkhoiz,

t b von Willebrand J&ic 8\ Tl D
FVIIEHE LV ~VIEvWF BEICKEL TB
D, vWF-- =7 20%H& b Mo FVII &
ML~V IZBFERD 0% TETLTW (R
1). 7272L, type 3 @ & » HIE von Willebrand
wTI3, FVIIIIZEEAD 2~10%E TIET L
Twaizd, vyWF- =2 A0 FVII &BEFEHE
I3k b LT 2 LR DEY, £z, yWEFT
<7 20 FVI HEHRFER D 57% % TR
LT8Y, Z#nldtypel ®E b von Wille-
brand %5 L FfkOEAE z = LIz,

vWF iSRRI H - 2 2% % in
vivo MASHEE 7 )V CRHliL 7z (K4, E5). ¥
kM2 R B LU VYWF- = Az, E—E&E
T SR O I/ % BB, BR~RE L,
IS B EIIR (7 60~100 pm) % FEHMFE T T
WL, MEIROY T D HE (shear rate)
X, BFAERIT 1408484 /%, yWF -3 VAT
1408+125/Th D, THEEFR VA L bE)
IREE & /MR OFEEIER SR S N a o7,
AL ORI X > TEHER ~ v ADMENK
Wi A RS 5 L, /MG 72 725 B EIE
BHEE LIA®, 2 48 3Bk MmO
KERST (10/15 FB) THED M/IMEAFEE L T
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(A) B4R, (B) vWF~- <7 ARBFD 2 [E, AflOFEFICIZEENE SRR T
E 528 (REVERS), AMOFICEEMEED Sy, GEIREFTRE)

5 min

2 min

6.5 min 10 min

B 4 in vivo AREE 7 V12 B17 5 MEREESEOMBIROEHLEL Ot 14 X 031H)
HERE L VWF~ 77 A DMBIR = EslHic L > THEL, BB {trEEL
o, HUEEE AR L TwAMAMTR ORI AR (A~D) #EHIRIC 5 L TEEs
1, D TIRTELICHAZEL S MRtk > T w3, C, D OERHNZMEEEE L2 6 2 1M
Eogd, BHEMEOFLERL TS, vWF % K38 L 7 SEIRIC 1255 2 /7 = 04
HiEMM&ESZL (E~H;H @ bar ®F X =50 gm), (kT

7z (E4A), MEECHEE T 2 M/IMREIZIRE
2L (F 4B, C), >WiZZMBIIRO 5247
PAZEIZE 5 7z (H4D), 10 HRICiE, $XTO
TR ~= 7 2 DMBIRSYS, St Ic %S 2 0 (4/
5/ X5M), *73SRoMm/ME & mgas
LofE (R5H) »HBIcHEs ., Zh
XL T, [ERROMLE S vWF-'- =7 R 12T
fo8, HIEREN TR, KESoMER (8/12
VE) 1B 5 MEEE L IM/AMR DRSS E 1354 KBl

Ehkh-iz (K4E~H, ®50)).

Mz T, 10 53%0 vWF-'- = 7 2 O{SIERO
O EED, FIHAED 84+14% 2R - =D izxt
L, AR TIEIYIHAED 53+:9% £ TIETLT
Wiz, TOXESICVvWF B A2 H -5
Eidn &, vWF A3k & MR O 5 1o &5
REEERLZLTWS E WS in vivo TOHEE
B2 SIS E S i,
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5 in vivo MAREE 7 LiC B 13 5 M EHEE O MM -MEEMAEFR 14 &0 FH - 2
B4R (vWEF+:n=15) 8L UFvWF XiEv7 A (vWF~-;n=12) EHETFROEE L - EER
IR % S, ISR % ES L CHBIER (B2 60~100 xm) £AEMKRMSE, ©74 13 — =T
BE L. E{eSERTmEELGEL, MEE L HEERAT 2 vMUEE, EREMERLTw3 Y
O, BELTEMBERALTWA LD, TRTE2WTAT¥ ML, % - M/MRIEERIC W T S
BT, BELD 24, 54, 10 MRCHEER LRIV & IEOFEICD WTHEEL, ®
HEERLTWS L3I 32047 7Y —HELTRLA, (ERFFTRE)

FbHYIZ

HMEFEHTZ L, © vWF R#Ex 7V RARIE
izEL, £FEL, BREHDLREL TV,
L»L, @ vWF Rif< v A LI BE 25
L, HmEMESEECER L Tz, £,
10%@%‘?&%:@%&@&@&%:%%@& Z
O—ERIZFET LTz, @ vWF X~ 7 ADIMMEE
th FVII EE LV ~vid, BERO 20%BEZ T
ETFTLTWwWE, @ vWF KRB~ 7 A3 in vivo
MEEFAMCBWT, TOEIEETTOMm
BHREERWTWS ZENRENT, IhE
s TER LS, VWFREYZ7AEE b
type 3 O EJE von Willebrand B2 T & <
Cr-ERER L, 2L, cbOEEFLE
Wy % &, BfE FVILIGELSE <, BRENHM
OEESYEVWES ICBbh, KRAERKIZE
LD LAEPHTHS, ZOEBIEFE ML
- AQEERIC BT 2EED, H5IIEHR
DIFERBVT-v 7 AORBEREICHEKT 500
bz, 5%, EMHEROET LV ELT,

¥ fo /ORGSR TR 23 B8 b 2 FRRBEF T O
VWF 0@ EoME~L, ZOLASHFSL
5.
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