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Vwif K1362A resulted in failure of protein
synthesis in mice
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THY s T4 LT T KRR (VWE) XM E NS X OV E R ER CREA S,
MmAE, MWK TS X/ MUOICHFET 280 FIEERE Ch D, TOEREE
IF—wIEfIC BN T, FOIESH T T, VIE D Al R A A A0/ GPIb LA L. 1
IMREBHEEZBEEIEDLZETHD, BRBENTIZIV A MEF oo heeF o,
VIS E T EERBIMRIC VWE & GPIb L DA AZERET L2 Mo THEBY, WF AL R
A A B RARE HEK293 Ml CTRIEMENT L7/ T S OMFFE Tk, K1362A 2RI U 2 K
tFr. Rk FUHFETFTTH GPIb & OFEANRO LT, FEALIL GPIb & E#E
AT HAREMEN R SN2, S RIOSE CIEEEMREERTZ M, v 7 A
v AEERK LT,
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~ 7 RABEM AN Z— 2 AERL L, Cre—loxP ¥ 25 L% MW T VWF K1362A / v 7
AV UARER LI, ES 7 — 30 7my MEBXOPRIET~ 7 A VIF =
7V 28 DHEALEREBRL, S v I AT ADEALRIT cDNA vV — 7 =V A%
FEhE LU CHERR LT, ~ o Al Dk, APl 31T 5 Vwr mRNA 3§ 81 % Reverse Transcript
(RT) PCR & Real-time PCR THE#Hr L. B4~ 7 X (C57BL/6) BLNVWF / v 7 T
U hv U ALK LU, EomAEd o VWF HUR & (VWF:Ag) 13 ELISA ¥AICT, & VIII
(K] ¥ (FVITL:C) 138 (B BRI TRIE Lo, Dol & il oo i 3 PN BRI L2t L
T e th & E M LT VWF JE B0 34 24T - 7=,
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ER L7z~ ZAES 7 o — 2B W T KIS62A ERNBA SN2 L2 HF o Tay
MEB X OVPCR IETHER T 7=, Vwf mRNA FE 51X RT PCR ICEB W TIExf5 & L7,
D, FFIg O+ X COlEas TR S 7223, Real-time PCR TIXREAMM Al GE72 L~ /L D
NI DT DI O T B AR & Flg U7z K1362A R EHEA IR~ U ZADMIZI 1T
% Vwf mRNA BB &L 60%, / v 7T U b~ U RX % TH-o7- (K 1A), E7 cDNA &
— 7 T A& L, BAR L K1362A £ RO RS IIME C& 7= (X 1B),

VWF:Ag (% ELISA ¥ CHIE L72fE R, KI362A REHEAKR~TRLE ) v I T 7 h=
ATIHRELLF TH o 72 (F D FVITLICITEAR L g L TAT n#4 K~ 7 2 Tk
47.9740.3%, REFEAE~ T ZATIEL3.3F0.3%L X T LTWE(FE L), EmERET
(it OO N B AR L IR EF AERIZ 3BV T VWF OFE BRSO H 7o 23, K1362A REHEA K~
JATIIRBANHER TERro7 (¥ 2), LETIZELLDO~ T A TH VIF REELLR
O LN T,
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ZHVETIT VWF Al R A A U EAR % HEK293 ffR CHREBL X T/ GPIb & OfE
BNEBIT LI T OO CTlE, KI362A ZRIIARN bt F o L OMAEIZER TH D



W, VAREFY, RhrtvF UFETFTH GPIb & OREEMRFED N>z, VIF
DIAEREEIZIB VT KI362 X GPIb DB A A v FIFEL D a3~V v 7 RN ET D, U
DUMBLT T2 VICERTHZ L THRAICHEE T ORISENFE D L TS, GPIb
EDOREANMVHERTHEBE2OND, ZHETYURET /ML, VW EiEZF%ET 5
AR RY — Ve LTIThbRTE R, WFAL FAAL UG IIE P~ R DM TEH
WAHIEMEZ R T 720, B FEARITFEML-EEL 5 X 2 8EERE V., 207205
B DOFFFETIL Lysl362 27 7 = ICEB LT ) v 7 A 2~ 7 A (K1362A) & fERK L GE
IR IREAT AT o T2,

ERR LT v 7 A >~ 2D KI1362A & B1X PCR 15 CTHEFR 21T > 72, KI1362A v A
DOABX Vwf mRNA FE B BT BpAEA & bl U TR 60%FRE CTH Y, ZHIX WF EHRE %
ARTHDOICHDRETHLEBZZOND, LMLAENL, KI362A REHEAEK~ T A
MHE o VWF HUFIE, ELISA A CTIEELL T Th - 72, VWF TN ML TA R S 4, f
S5 2 LR B IVT U Do Dl ITHEFS & OV HE Rk i >k o> P B i 2 FH U T
WK TR OO VWF O FE L 2 Wi+ 5 7= O IS Ye td 24T » 1=, i N B2 12 v T8
R A TIX VWF ORI Z B O3, KI1362A REHEESAEK~ T A TIERAZE O 20
S, TNHLDRERMNG, KI362A ERIZE VERTGH OEFE T VWF ARICERFE 2k LT
WhHEHEEIND,

b MU ZAAL RAA T KI362A 22 %A N 2 72 = k&£ 7 /L % SWISS-MODEL v/
7 h T Ialb—va L. Pymol V7 K CYNLRAEE AT 21T - 72 (PDB: 1AUQ . 1U0),
ZORER, Vv T 7=0v~07 I JBEMIE, T VBAUENEL 2D EE X
AL (K3A, 3B) \ ¥ T AAL RAA L TlE, KI362A BRI X W EAERREIC/NI 72
MR STz (K3C, 3D) , FRKmEMbEIT LI A TRIST (X 3C,
3D) , KI362A AR T, EICMELEZY 04T ) 7FLVE0BELE L LT 8
MR S, BEAEMBEICTHEAOEEZRFI LG EEZLOND,

LLHTD &~ VWF ¢DNA % HEK293 flifid THBL S MM L 72 FEBR T\ Tik, K1362A %
FAIZHBL LT3, GPIb & OFERITRO bNRroTe, TNETIC I RMB IO 3D
TH T4 LT T RIERIEICESE P KIS62A ERIZOVWTORENR N L&
BT D& Z N EMIE/ BB T 2 BIE~ 7 AW TOARBIE I D ARt
DD, LoL, VWF1362 ZRIELDEE L LT, K1362T (c.4085A> C) OWEN T
W5, K1362T [F4H#L 2 VWF (rVWF) D58l K OVFVIIL &, WF v /v F~—1{kick
WTIEHERZIALZRD o723, TI362rVWF (U A M EF U BLOAR betF
FHRIZED GPIb #EARENAEICIK T LTV, 4, KI362A N~ ATH VT4
EELZEIL LI LEFASETOMRERL LAEDLE S L, BHEVWERTHY, £
DIRENZ DWW TIEAE B OB RN & 5,
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K1362A / v 7 A >~ 7 22T VWE @O mRNA |TRER S L= 23, i} OVl 5 7N
AR VWF LR ZfERR T E e o 7o, FRIK & LT, #55% Ol fe T VWF SR ICESE



ZRLTWAHALEZ N, ¥ 7 AIZHBWTKIZ62 IWALIZIM /IR & OFEE 771 Tl
VWF ARICBWTHEETH D A[REMEN R I T,





