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3 Points ¢

MDvon Willebrand AF (VWF) (&, pHELZRER T3 & T, VILF Y-,
Weibel-Palade ANDEFE EFBIEEHIHT S EPBHS L EL - 1.

@QVWF D A2 KX A > DIFBEPrBHIN, §URAEEZLTEIIFIvIIC
unfolding U, ADAMTS13 OIS s2BHT 2L IHETShTVWBZEHFHL D
ko7

@VWF O A1 KX A& GPlbaE DHEEERIE, 2 BEOHAHEXE/F O LIHES
hEko7-.

@WVWF O A1 KX 1 CBHED O #E4¥EHEIZ GPIb E DEE/EREHS L, A2 KXA
> M N fEAYEHEIE ADAMTS13 BEZMHICRIS T3 Z ENTRBE N /-

R E L COBREE >, VWF OB &

1 BLOK B U EREIR I &, A A

von Willebrand [+ (VWF) &, MK 3% von Willebrand W23 FiES 5. VWF O#E(5
P W CEE LM X A filgEs VST T3, 12p13.2 Rlicv oy &N THD, 52D F
b5, VWF &, EEZE VIDEFOFy ) 7—& YUNHHEREND 28137 3 /AT — RT3,
BoTINENRIrSRET S L LB, IMEHE ZOVWF % 72=v &, D1-D2-D-D3-Al-
R CE MY L 72 A N EE TR i i & D 7 A2-A3-D4-B1-B2-B3-C1-C2-CK T£ XN 3~

XiEHBER0ilE LT, X551 LFFAAL V6D, 7uxXx7FF (D1-D2)
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I, 135 pH & T IR L HOIMAE 2 » /32 BE TH % von Willebrand K T- DS & #hE 69
T propeptide | mature subunit I
T i
signal Furin ADAMTS13 I
peptide il B1B2B3
o Q L o O
D1 D2 D D3 I
Cys | [ | HHH\II\ HJ_II”_U HU‘F O I. H ul_uHHH\HH HIII IHII \ILLH
inter-SS inter-SS
FVII
. GPlb Collagen GPlib/llla
Heparin Heparin
Collagen
Sulfatide
Ristocetin
Botrocetin
Bitiscetin

1 VWF ®F XA VEEEORRX

VWFZ, 7 FAXTFF 2273 /), 7uxFF§F

(741 7 3 /), K@ 72=y 1 (2060 73 /B) »5%0,

A~D TEEIN B N A sz RD. 70XTF Fid Furin (12X > TUIr &, ADAMTS13 2 kK 2 UJrERfIiE, A2 F

A4 VISHEAET D, A F A4 Y RISHE Cys BRIEIZE A,
B4 5. VWF O FEEA2EEHAIE AL F x4 VIicEhg

D3 F x4 ¥ & CK (Cys knot) F X4 ¥ THTI SS #A %
57, FVII & DOFEE K A4 VIiE N KGO D, D3 F A4 ViZ

FET 5. PRINSMEHMSAGMA L LT, NAAREHE MER, O /MAMHE AL TRT.

W, furin ik DU X, ER T 2=
FExD (K1), 1990 FR %102 O EE Ak
BERNXAL VY THBEAFAL VDB, Al & A3
B A A YOI AREASH S Iz Xh Tk ?,
ZOISFEMIZVILF V=R A 7 =X L& (kL
TiE, 1 AROMEREAME &5 ZIE T concatamer
WS HERHDONITHEY) RA2F A4 VD
SLARE, ADAMTS13 & O HAER, BEgo
BEl ENEA IR I N TE 2. A/NGRTIEZ O
—EEHITT B.

2. VWF O4 41 & Weibel-Palade {4 (WPB)

VWFE OABENIE, HEHEEALER & 1055 P9 H il
JlZBR &4, ZhZ R/ o Fk: & L5
F il Weibel-Palade & (WPB) (ZHHE X A,
HFUZIE U T b iEs, &N 5
FERERAC R IC e Tn b, VWF 044
HORFE T, M/ hafk (ER) TOY 7Lkl
FlDkrE L C KUl (CK F X4 V) TO SS #
BOEKIZL S E4 v — (LI, TLYNT
D furin iZkB7axX7FF (D1, D2 KA A4V
D741 7 2 /) OUIkrE N AN (D3 K 2 A
V) TOSSHEAIZLEZYLF v —ERAERTHE
E.Kk VWF (ULVWF : Ultra large VWF) & &
5. Purvis 613, VILF Vv —DMjyEDY 7 1=

b A%, NARUEMO SS fEA % RUW$ 5 LRE L
T, BILMD Cys FkHEAEHIDHIL, D3 F XA ¥
D Cysl142 [l & Cys1099 [ET, 7 FRdD SS i
AR INBE Z AW MIZ LY. F72,
NEDCys B IZ L4~ —BkIZ, TuxT
F REpsr & —HFIZ SSHEA L TR D, T VK
TOVLF v —ERIFICHHEEE NS Z L, 7o
NTF FIEZ O SH OIS TS & L CHEE
FTHZEIREEINATNS Y,

ULVWF 3R VWE 4+ 7 2= I (2050 7
3 WB) 3200 HLA B3RS L 2BE RS T THY,
B & 13 20,000~50,000kDa 2 &8, 2D XD &
HERKSEREDESIZLTER IR, o FE
R WPBIZFE®OAZEN, ZLTEDLIITLTH
WXNDZON»IEWE»TlEEr» 7. WPBIZ,
< 1960 £ Weibel & Palade 12 & > THI®
CTEIABISZ TR N2 1EEE 100-200nm, £ X
1-5m O FELBIROFEE & U 72 ML45 N B M 12 R
BOMIEN/NNRETH D, WEBIZIE, RcH-
TEIRRE DN DB WA PRS2
3%, Zenner 513, WPB Dl 7 S BB 4 1T
VY, WPB NE O ELEAY 20nm O & IRFEE 23 T 0
PSR S, R B I2 O TE RN E
MBG5> T ZEEHSMZLTNE ™,
DOERMEE R, FLALEVWF THO AT
BrEZoNTEENYY, FEEE Huang 513,

-
—

-
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(c) b5 2T T@~WPB

ER:

Furin I:::“NMW
;%;«;w\’
BT Bt EHET
T— b & Ca”lzik
EDWE #FLIbHE
23

D LT
K
ss

‘

g~ 3K SS
EHTFTOHA
< — W B
(d) pmss
7"1:1«\7%#'5'

4 % H ?K

#gh) £HT
(DN 4 [
3]
e;:\\&/ll
R2 VWFvLFv—DEAKE WPBANDHER, 4
W T
(a) proVWF iZ, ERINTCK F X 4 ¥ T4 ¥ SS i
BEECTHAY—2FKTS. (b) TLVKIZAS L
EPEBREE N (~pH6.2) T, D1-D2 MO JELAKE, K&
W A2~CK F A4 VHEIOIEARAEET, 7 — 7 Ak
Wemd., (¢) 612, trans T VMEIZ A D L BB
BT, CEEHETTEA~Y—DD3 F A4 V07
SSHEAEBRLENS 5HARICHEHE(L L, kS
ERKRT S, ZhhthE 5T WPBNOFRMEE L 55,
(d) iz, Mmogg7 A )M (pH7.2-7.4) OB
ST 58, £4~v—0 A2~CK F * 4 VRO IEHA K
AT, MmEPICERL T EEZ NS, X,
Springer 5 DXt Y 2 BEIZWE L 7.

VWF @ D1-D2-D-D3 F x 4 v & R B X &,
INZ G THEMIZERBEE P HEEIh s Z L
ERL7ZY. ZOEPREEOMEL, SR E
(pH6.2) & Ca*"IZikfFL Tk v, D1-D2 % 43
E¥3. K2R T LIS, 22009 T 2=y |
2 C ARl T SS #54 L7z proVWE &4 v —

HPED ER A 6 TV DR O 55 e P BR B IC RS 4T
3 5L, A2-CK F A A VA LB ICIERAERES
L, Al R A A VAN S A7 7 — 7 RO RS
LkB). T4 —F TV ATLORICK
T9%L, D3 FAAL VB TSSHALTYILF
v — %K T 5. T pHZAL%EHIT 57 &
LT, D2 N x4 »® His395 & His460 2B 59
Y. wLFv—iF, HEEFLHARICENL,
N AU A ENC 1 2222 (PR 120m, S
EREE 25nm, £ & 1-5um) OFREENEK X

T, 5 RAMOEIRMEEX, TN 1 AD
YALFI =5 TETCEYD, pH7.4 DI
Ehak, a0 M Ehiz-a—-T R 2L
ZNEMUB LIITEML T ZEBREEH
T3 7MW EZEEIC VWFE O R ihiEA L5 P e
a2 & MEHIC T 3§25 S h T
W3,

3. A2 X A > DILF#EEE ADAMTS13
B2

VWF ORERE RN X 4 v & LT, i FDOhige
180 7 I VA 6 5 B MHEML 23 DOD A K
XA YRIEATHYS (B1). AL 2 TSI/ R
GPIb® VIMas -4y, VZbkxFy, ~NE
HHER PO EF VAL LEDHET A I THD,
A2 1 ADAMTSI13 O YJr 4 4 b, A3 1%,
NI s —7r D& A4 e U THEREL T
W3, 1997 ~ 1998 412 Al & A3 F X A4 VD
PGSR X N2 VY RIRICR 572 A2 B
X4V ONAREE S R PE Xz P,

A2 F A4 V0%, Al R A3 LR TREE 4K
A D, A P XAyl L <, i
6 fHDHAMED R > — F AW, ZhiEHie

HZIMANZ T BEED 6 KD a NV w2 2
ML TWb, 2055, 4FEHDa~NY v 2
Z (ad) A2 x4 vy TRRMLTHWS (A
3). ZOWHET IV BEIENDEL, L—T
WEEL->TWBZ ED DS qd-less loop & H 1t
oY, 72, Al, A3 F X4 VTR, NK
& CARMMHEIZZ N Zh 15D Cys M{FAE
L, SSHALTF A vaRENXEZDIK
LT, A2 Tl C R 2 g L 7= Cys 2%
L, NRmE3sSA TR, X512 A2 T3,
a3-BAID 47T IV EELLIDNEKMMOD 1
T7IJBTCTEMBALTEHD, Z0Ca DL
Rz & 5T R AL vt hs ™™, Zofl,
2 ARD N FESHESIA A2 1I2I3fAET 5 2 & &1
LEAD. ZDEOIB A2 P XA VETICARGN
2SN 2R, ML WD T 0IRID2 05
AR B P CHEBEABKRA RO Z LS5
TZ7-.

ADAMTS13 1%, VWF 4B {1 7 U) b % 3% &



A, 12 pH & $ 0 IRINTEZ WA FOMAE 4 /S22 B TH 5 von Willebrand KT D& & #EEE 71

3 VWF A2 Fx A4 VyOVikEEETFIL

(a) Ca™'#5DMA2 F x4 YO vikiEEEF LY (PDB
ID 3ZQK) &, (b) Ca®' JEfEAIED A2 K A 4 YDAk
EE7 L Y (PDB ID 3GXB). a NV v 7 2 &M

a 4-less loop R T/RL, BY—FEEBTRYT. + L
VOBDAR NI Ca E, ¥ Y o EIE SSEAERT (a).
EADOHEDZT 4 v 21F 2 A0 N AR B3 #m1.
B84 oo ADAMTS13 UM+ 4 & (Y1605-M1606)
EHTRY. a3-R4NL—TEH50 Ca O, A2 F
A4 VD fold ZREL, EFIZIZZOMEE L B L
Ziohs.

LT, MALGKEXDVLF v —EEDRKIZTR
EREREEZH STl D, ZOREIZTTPY %
Upshaw-Schulman SEBERE ™ OJFIK & % 5. AD-
AMTS13 1%, A2 F % 4 ~ ® Tyrl605-Met1606
M ARRACUNT 5. ZOUIREHMIE4FH
DR =1 (B4) OHYIZHD, FA AL UN
ICHIENTWE 720, BMENT 72T 57:0IC
O NBMT 2B ERD B, IO AD-
AMTS13 WEMEOHIEIZI, @SSO Ry 7 =
U URIREN VWE OUIRricHEHTH O, &M
Al D LEAE T T ARRERE A3 8 A CHI T YW A7
NBMTIEEZGNEY. ZHICH L TER
M TIE, ST0IRIICE-STA2 FX LY
BEIZRMEITEXNDZ LT, B4VBHT5 LT
Sz FEEZVWE X, #KEETF Tz 3
S ME 7R & B2, IEH &I N T BT
TN TWBIRKT DIEHO 100dyn/cm® (0 3
fE, 5,000/s) TiE, vLFv—FB|x4ETEh
THIR & 22 5. 1996 412 5 1M DS EEIC & -
THIDTES Z6N72 VIVF O D IE5HEMIZ X
BIGHEZEALIRIZ, IFARDE LA A=V 5T
2" Schneider 513, #X7 L L7 VWF %

@ | —y—_p—s
A2 ALY
X4 AERY k

()

Al RAA Y

K4 LV—%—-VtEr¥y bOEAK
L —F—HBOEIEBTE ST EMIETE S, ZOMWE
ERHELT, 19 FLNILTEBR % VIS B 511
MHEEM AT 22N TES, DNA &2 AXR—%—L
LT, A2 F A4 VR (a), Al F A4 V& GPIba% YV
H—=RTF P THMELZEDE b) E—X X F -7
vY Y, PikEERML TS s~ A o0l
Ny FTREL, BhES AR L - — RO L —
ZOEE AMEL, MR E R TS 0 BEk
CHEF A4 VI, FHEBEOKZXERLZEDTIEARWN).

T, ERIED VWF 23, 5,000/s L ED$ 0 i
JEEMIZ K > THIMIZH] 2 X S h 2 TBIC AT
T5ZE, FEfbta s =7 Yy NO/ENRIZD
5,000/s A LT O EETHMTS2ZL4) 7L
AALICHEL TS Y, X512, L—HF—-FV
o MEiEHWT1I 2R EL2F /L
NIV TOfM 2 78 &N b K S5127% 572, Springer
DN —T13, BEXEZA2 FAL VONK
Y& CRYRICZ N TN Y 5 & & D DNA % 2
N—H—L L THFEHRL, Lt trFr-7EY
VRV IAXF VT VHRENFTLTT T AF Y
=287 (B4a). 2O —khL —
-ty bE&vAfr7ubXy b TlivwE» 5
RiFL, 15 TDA2 F A4 iCx U TN
1 GN:¥azZa—brvor—4—) 42HfiL
TA2 F XA UDFBIEME I B E D AN
THhTz. ZOWETA2 FAAL VY EFIEEFIL T
W< &, 7-14pN i TR IT O BRI 72 38 H
REh, THhERBFIZEROER XA 57+5mm 57
BB Z RN nh 57z 20RO
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13 A2 Tunfolding P#eZ 572 Z & &/ L, E&
DO LRI, A2 ZREKT 5 177 7 X/ BH 5E)
HXNB)=_TEXRTFRFOREELEIRLIAE-
TW/z, 72, —J& unfolding & ¥ 72 A2 DIES)
OWCRLTEMBRICENEZARM LT &,
BRICHRNEI 2 Z 2B L, ZOA20D
unfolding (& Wi T, refolding B#LZ 5 Z & &
NENT=. refolding 12 A2 D Ca’ 12 &k - TR
X3 . A2 O unfolding 1%, N K& CR
Uit A 5 S SS FEA R W T L R ad-less loop K
EIZEHER L, HEAE) 30 C RS, 5
HLZHZENEEINhD. 5612, ADAMTSI13
MAFLET 5 &, unfolding L 72 A2 T3 UJHr X 1
TIRIAM OB H, folding L7z D A2 T
BUINEWZ E SNk -7, 25 LTEE
IZA2 F A4 V3 EIc K> Tl ET ch
720, JEIZR 57205 Z LG & h, 5l E4E
XX N7IRRED A2 DAH ADAMTS13 DU %
ZFBHZENHE N L 572 Springer 12X 5
&, ULVWF 2 iz ¢ mbamic k-
TR L 223 5 [EfE, MEA#EDEL T3 &R
ELZEA, Y7 2=y 2200 YL B L /-
YN F v —TIEZOHRITRA 11pN DR S123
Mo TWB ERENS., ZORJIEVLF
< — DRI D A2 ¥ A 4 @ unfolding 12
B, ZOEnH» 56 ADAMTS13 12k - CTHIZEd
2L%z26NM7". Ying 5 RO EE % Al-
A2-A3 F A A Y EHWTITWY, AL & A3 F A~
VB o5>TE A2 F XA VD unfolding 23 Z 5
2, ~20pN DRI BBETH Y, VWF &k T
12 A1, A3 (UMD F x4 V) A A2 D fold %
REAL TR EEERIEL TS Y, W
MIZL T, A2 A4 VORISR, &
12 ADAMTS13 2§ 240 2 U0 11& % 5T
B0, FREN 2 i rp BRI CEA L vk O RIS
BlboTnBZ LamIhs.
ADAMTS13 25D 7 Fu—FTid VWF &
DS A PBRHSNIZX TS, Filisig,
VWF EDFEARIZED B 3202744 + %1
ELTWwWB Y, ZD3921F, FhEhT 4 24
YT UM, Cys U wF, AXR—H—DK A
A VIZE 7MY, unfolding &7z A2 N A A4 VIC
WALTHIHT, 2407 usr7—¥ A4 V0D

il R A% Tyr1605-Met1606 [ % UIHr3 % &
LEibNh5. X512, 5% D ADAMTS13
&, VWF IS/A L2 EMEEBRLTED, 2Ok
A 13 ADAMTS13 @ C = ¥iit ] 7 3% (TSP5-8 -
CUB1-2 F x4 V) &, VWF O C KuafilaEs; (D4
~CK F x4 V) MTxhEh3. ADAMTS1I3 D
M IE 05~1ug/mL TH D, VWF & 10~
pug/mLIEETH B LEEZ DL, Ry TIH
TR L HEY, BERIDEFETT 57201
g > THAELTWAZ EIZABMICRA S ™.

4. VWF Al KX 1 > & GPIb OEE{EA

Al F x4 v LA/ & DM AR, fE)k
TOIEMIZFH N TMRICIT HIC+9Th 54
EWhadH 5. GPIb & Al O FREMEEAEME % 72,
L—¥ -Vt vty METHNEN T3S, Kim 6
&, Al & GPIba 8 t+ikKD) VI —XTF
FTBWZEa=— sk TraEitl, v—¥—
Yyty b CHHEBOMAEEH %ML (K
4b) ™. ZOHTIZEIEMA T & akpF]
AT X TV L A, 10pN (¥ TR A LD
ZALNRZ 5. W5 2T L2 DEFED T
&, REFDAWMAENNEH HETRIBZ En
5, fEMIZHFEDREN 1 TLNLTERI 5
TWBZERWSEMIZE NI F7-, GPIb-Al
BOKEICIZ2BMEH D, GPIba O Al f56 Y
4 FAEIL T, 55 ALISREAT A5/ L,
V72T EETIHEE1NHH T AR L
7z. ZOmiE— FENE, 5RINC K > TERREMIZA
hW&Ebb, XoAfiZzRITxIn U CHAEEH
AT A& ELAOND. VA MEFUIZLD
Al &£ GPIba DfEARLZDO X m 22K L
7=, AbavFrofaid 1 HgT, Lryg,
KO EWIRIIZH 2 %2 BAMEEZR L7 GPIba
D N K¥IZdH 538HE L7~ 72D LRR (Leu rich
repeat) DI 5, 2~4FHD LRRIE, Aot
F VARGV IMREHE TG L, U2 bt
FVEERE T IR T TIE VWE & DA
IZWHTH D, 2 OOEMMHEBEL Tnha Z &
MR XN TV 5. Auton 5 iF, Al O N K]
GIn1238-Glul260 #% A1-A2-A3 F X 4 ¥ DLIE
LIZB5-L, &3 08T T GPIb & TS



WAFE, 1EA 0 pH & T 0 IS A 3 O1sE % © 7S 2 B Th % von Willebrand K1 D #ExE & #hE 73

N1574 T
N1515 1679

A3

S-S C

GaI—GeIaIfGIcNAc\
NeuNAc—Ga| ~ 38 NAC™

Gal NAc—GéI—GIcNAc\
NeuNAc—Ga| ~ 98 NAG™

ARIREGH B AU AEEH

5 A FxA VOFEHSE O FEFEHD A, B ARG
73 BBEHI T b TR NS A F A A VIEHED N
ARES () & O MSARESH (M) OfiE%E 7 I/ Bk
TaRY. Al B A4 VOREEEBICIE, NEK, CARMlzZ
NZFNAEKD O EEFEGHD 7 5 2 2 —»HEE Eh, A2
F XA REITIE 2RO NEAHEEAGFETS (K3
). TIE, WSS O MAmpEsion > H, A, B
PEgiE A2 o 0 A T . Fue (7a3—2), Gal (#
22 b—2), GalNAc N7 X FNLHFT o FH 3 V),
GleNAe (N 72F L4 3Y), NeuNAe (N 7t F
45 3IVEE).

THEDOEHEL TS L LW E, ZOETEK
M4 2% & GPIb L DASERESIGNMNT 2 Z & &R L
TW3 7, ZOESIZIiE, O MABESIAIEEL
(R 5), HABOFEHOHELEEZONSD.

5. VWF OFEsH & 7 DH#EE

VWFIZ@3¥72=9y b &0, 12AD N
BFEHE 10 KD O FEEPEHPMFET S L SN T
W5, N REAREIE T U 5k U O
ALTVBDIZH LT, OFARERIE AL F x4
VAR XOREESRICcEP LTS (B1). T
B 530 MAFENAEANE & LT, Thrl24s,
Thr1255, Thr1256, Ser1263, Thr1468, Thr1477,
Ser1486, Thrl487 ##ii5L T\ 52 (R 5) %,
O #EABESIZ N AEABESE & 2 0 (Hinids] € 7 —
TR MEER T v, KR E L THESHDRES
BRI N TRV, ALF A4 VD
O Wi BEH A D < 5 TE, MA LT Fa—F2k
INTW5. Schulte am Esch 61, A1 F X4
I L T % 8 AD O #EAFEHIZOWT, 7 —

AN—=ZIZHDL 7T T L5 TRESNT
ML E % PRl L, NAREMO 4 AT (Thr1248,
Ser1253, Thrl1255, Thrl256) & C K&l oD 1
fEAr D7 I/ @RIk (Thr1468) % O %A b
O EBEEHELEY. X512, Zhbk Ala
ICHEHR L 28R A AL R A A V& B TR
BEEREAMIE L2 & 2 A, N AWM O Serl1253,
Thr1255, Thrl256 @ O &4 B8O AR % Il 2
&, M/IMREHERENELS B2 En6I0hb5
23 Al & GPIb & OHAAERICHIHIRICHKBES 2
ZLAMBELE UL, SMTE §ERX -

D, CAHIMOD Thrld68 D A& ER X2 LW
WZI/MREEEEME T L2 Z &2 56, FIZC
KD O FEAFESIZ Al O AAREE IR 54 5
ZLAEMREL TS, Nowak 58, Al O N Kifi
o o FAapEHEOAREE, VA MEFVIZKD
GPIb & VWF Ofi&#8mME &, &3 0T
TOa7 -7k VWF OfEAER GPIb & OfES
AT S ARMBL TS ™. OKabEH
2, BT TFTOAL F x4 v OREZE A
LT3 EeHEZE5h 5. F£72, Badirou 5 i3,
Al D O #EE WA R X272 VWF %2 VWE R
H~w 2 12EE B X ¢TI EhRE & Bl L
Thr1255, Thr1256, Serl1486 @ ¥E§iiZ VWF @
bIREICBI 545 2 &, O fakignzs ) 73
VAL TR I A AWE LTS T AL
D OGS OBAREIX L 72 AL 5N D 5,
VI F v — R e E DA RIZIZAETIE
BWZERMEEELDITHS. OFEAREHORM
WREICE L T, 2hE THEBRIZD A1 - 728,
MS Z3#fric & 0 Rl M 2 il &, O A A b
B2y T METH B MIEIYUR S AET 5 2
ERS Mz E N (R5) 7.

MR e ORIEIZE LTk, VWF o [fi i i
J& A ABO MM D 52 %8 % 52, VWF A & 12
ABO (H) MW&APIEASHETEZEY, &5
IZA2 F XA VIZ2AKAD NSRS (Asnl515,
Asnl574) RGEET B Z 25 (K3, ®5),
N fEAFESH, & 0 b2 ik R bE$H A AD-
AMTS13 &I 5 Z Rk a hiz ™,
FEBE, ABO IR SH % F5 7= 200 R v XA AU
Wik d VWF T3, ADAMTS13 (2 & 3 YJ ik
ZYENEL B2 LY, 0Btk VWF I3, ft
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O IR R K O VWF 12 H X T ADAMTS13 12
AU AEZIRT VW e EnME I s Y.
McKinnon 5 1%, NSRS A2 BRI LT
% & ADAMTS13 & OFGEBFPES 4 585 L,
Urd it chs 2 & &2mRL, X612 28D
A2 F X4 YO NKEWESDS 5, Asnl574 OFE
A ADAMTS13 E&Z It <5552 L%
ezl ZhoDfEHRIE, A2 KA1 Y
D N #EABEGH A ADAMTS13 (234 LTI 2
fEFL Tk, FESRESIRZICE TS L
ZARL TS, OBITIRiMih VWF B AT <,
typel VWD 28 O UITEZWZ &L 6 RI6 R
TW32, 120K E LT, A BABEHIZIT
NT, HABESHTIE, BER 15D BN T &3,
ZOVAREEISHETIOTIE AW EELLN
5. —HTIE, MEAFEH & 3N RO > 7L
fRsIE A, ADAMTSI3 12k 2 U &2 et % &
WOMEEH B Y. —RCIEZY T LBEERD XS
wv A - ZfaEE, BERUIN IR ISR S
BT EEEZDHEZORERITEILZEN.

6. BbHVIC

VWF i3, BEHEARZE- THBLP T 0120,
FEFITPNTSWERE ST TH S, FlAIE,
KA 7 LI KB ERATY, HRIZH I
T 50, BBUESRMARCHERESM, DMSO RIKE,
T7 =Y VEREHOTEEI ST RN, &
BRIPUAZ LR E3 Lakn., 20K 55
HLOWERSTRAEDL S IMESHh, /Sy v
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B & 7= AR O A PRESRE O fii HH & Wl oD [ i
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i
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