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COVU—RTlE, MAEREESAFETCERLDZER] #a/7 BN LET.
F1E3veon Willebrandf® (VWD) [E2WT, ERBIIERAZOME HAEECESRWLEEFUE.

XN RERTHS.

@von Willebrand#% (VWD) I, von WillebrandEF (VWF) OEHEFENEZEECETLC

OVWFODRHEER, VWFET BT 5B FRADAMTS13DHIHE52T5.

N

SUMMARY evwDI, VWFOERIERICES<K 941, VWFOBNEECETI 94 F2, VWFORIBIC LD
FLFID3IDICKARIEN, 91 F2F4DDYTIF (2A, 2B, 2M, 2N) [CHEENS.
O, HRNBBETVWDEBRORKEERT EXEvon WillebrandfEiRE (AVWS) DT
HFEsNTLS.
L
1. 1ZG®HIC BOTFRVWEFIALFv—mEp o kR ICHEET

—von Willebrand (VWD) &von Willebrand®EF (VWF)—

von Willebrand¥® (von Willebrand disease:
VWD)iZ,von WillebrandEF (von Willebrand
factor: VWF) DBEMI AR EMNLZEEICETE
K HmEREEATHE.

VWFIL, 2050073/ BrbikdyTEH
250kDadH Ty MTEELHERED, 220
F7LZy FHCHBRR LTI AN T1F (SS) #AEL
¥4 7= ELIENKGEFR L THEEL, TVF<—%
W35, SOz, mEERIZIZS T8 H500kDah:
515,000kDadD k4 G AKESOVWEF TV F 37—
5. MMHEDOREGOMSIIVWFOSFRAK
B ABIEE W, VW P M Ba < 5 Bl E 1%
FRCELSH, M/MED o FivE KM P Ml
Weibel-Palade/MEP RIS I 5. VWFIZ M A
BE T il Al k- /AR & D & & 4 LTk i
IZBUAEELARHERALTEY, LEWHETFL
DA Lo ToRIEMARE(LIZDFE LTS,

) NOVARTIS

e EE &4 ), KRS miER 2 29 5.
VWED#EE S, VWEF % )7 35 B & ADAMTSI3
ko THiIcHBEhTes (B1) 2

ADAMTSI3RFELLTHBOEMRBTELS
A ADAMTSIBIREH S MERLLTEETDH
BV WE 255 R AR L, A8 BB o H) 8 1@<
ADAMTSISRIZF3BOFREEREBMICHEL,
142773 /B 5% aEAEAI—F ¥ 5. F A A&
signal (SP), propeptide (P), metalloprotease (M),
disintegrin (D), thrombospondin type 1 repeats(T),
cysteine—rich(C), spacer(S), CUB domain#&7%h),
signal?*bspacer domaind TIXMEOADAMTSEH
LT ARLHETH 5.

VWEFOHBE T Ic DAL 2R EBMLEBI VWD
ThY T iIc L A0 F M Lk B At 424
A AP S BEAS (thrombeotic thrombocytopenic
purpura: TTP) T 5. VWFRIZFIZH12F bk
EMAERICEEL VWD E o ff{nEATER
LHIZFRAET 5.
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“._von Willebran dis (VWD)

(A)
WABFEAD ADAMTS 1358t
D1 D2 o b3 A2 A3 D4 c1~c6  CK
HzN ‘ | ‘ COOH
L 1 ] j_l
JORTFE GPIb/MasaaH
(B8)

ADAMTS 7 7EU—ICHLET B R A1

E1 von WillebrandEF(VWF) EADAMTS 13048 1&

(A) : VWFOllE. VWFRZ0S0EO TS /B & A G TRE250Dan W F 1=y FAEG LAWREEE S #7220 FRRARSDOIEO F AL At
L, AZF AL YIZADAMTSI3L D SR A EN T2 8 EH T2,

(B) : ADAMTS130H53E. ADAMTSI3i21427 73 /@i o 22 BAHEo— P42, Fa4 W2, signal (SP), propeptide (P), metalloprotease (M),
disintegrin (D)), thrombospendin type 1 repeats (T), cysteine—rich (C), spacer (8), CUB domainf& 41, signalde & spacer domaind Tidflie

ADAMTSEH L3 7 5.
VWF: von Willebrand factor

ADAMTS13: a disintegrin-like and metalloprotease with thrombospondin type 1 motifs 13

(A) W2ICHEL (B) i2ICmt2L vy 1A.

2. VWDmZEE

3. VWDDE(RESRFFIR

Ed 5@ a0 B EZTAEMEHEACA LT
I B A e L7 i 8 B SR = EL R AR S i,
2018 HRF I CEIMNOVWD EHT B H31X1.325 A

(1% 580N, M T36N) ThHh, BEMIIE L1
MLTWa’, VWDREINCTHB LKA TH L LR
SNTWDHH, FRERAEMTEBMIZEaT iR,
FEROFEIFEILRD.

VWDIX, BEMRERTVWER SR TS, L
QIR TTAC I BET S KETAE
M o il A4 A ERE Sh, EQICRT
i, fFFmmkE, OFERBmoOSE . okt T
BREEENAONEIEYRDHE . HRTEFA 73
oL - AR I A SRR mE 578
Gbd b,
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4. VWFDfREL 53 8 L2 HR

[EIPs e 1k iAE2s - FlE R #E (k28 % (International
Society on Thrombosis and Haemostasis: ISTH,~
Scientific and Standardization Committee: SSC)
DHFETIE, VWD, KEL{32D 57/ FI2HE2h
B RINE A TLEDOERE, MR RE2TED
Y4 TUIVWEORBEY, 74 T2VWEFOER %
BEIZLALDOTHY, ¥4 T3RVWFORHIZES
LDOTh A, ¥4 TUTDNTIE, 202148 |\ KEMEF S
(ASH) RISTHAZ EAMEER OVWDBEIZOWT
DHA ¥4 Y RAEEREN, FATICHEF L mMEL
TiEmEh". #4721, A, B, M, NO4OIHHHE
A,

VWF T OEESLERE oy R TS
AFVEM (APTT) OEENALNLA. APTTORE
Eid, $UETOETICXAMENLEETHE B
W Ch/izoTEVWFERBIVWEFHIE (VWE:
Ag) BHETAH. VWFEHOHAEICIXVWFIA M
Fra7rry—iEtE (VWF :RCo) VA MF i
i ERAE (RIPA) ZHv5. 3/, 3754 75
Bz, VWF~ L Fx—RIT, a5 —7 Ai5ake 8
WHFEE B Hsh 3,

&1 VWD OfipilsE

von Willebrand$% (VWD)

(1) 941

VWFO R REZRTHE T VWDOH TR
LEENE VD, FORERVWFEAEESVWE
PNTS/AONELRERATERENRAGLEH
BTHs VWFOEFTFEYVFv— T IEE T
H 5. ABOM RO OVWFIE DMy Rz LT
30%BERKL, ¥4 T 1OVWDLOERHFLELRS
BEdhs.

FOEF I EmMEN 54 TICK, ¥4 F1ERR
WVWEFORMBEAERTH, ¥4 TICTIRIVWED >
VT FYAHNTTHEL, VWFFORTFF/VWF : Aght
DERHARLNS.

(2) 9472
Qa1 T2A
VWEH 7=y hOEAEESLADAMTSI3TY)
Wiefe T wItildaT B TFEVWEI L Fv—
R 5.
@4%14728B
VWFRIZTFOGPIb#AHBMTHHALIFAL ¥
PIZEE AR b N, VIVEOIL/MHIGP T b ik & ik
AR TS A IRRE T T oMM SR AT
FEE L/ R. VAN AR /R
BEAYEEE (0.3~0.7mg/mL) TALND Z EH4E
BMTHA.

VWF®D BWET | VWF
ﬁﬂ, T EH - e __?Jla?'?— | b1 {ieyi o " BEMR (BEE)
VWF :RCO/VWF: Agtt>0.7
VWFELRE, VWF 2 o VWE:RCo, VWF: CB.,
SWHL | UFSUAOTE Mk | EH ()| RREEEE | VWEiAg<30%
{ WDOEELTERS
1c VWFZFORFF R/AVWF Aglt ER
AVWFOES RS
- @A2RXA YRDME | o | HMW | BSEEEE | VWERCO (VWF:CB) :<30%
R[5 HADAMTS13 () | (HREHEZE) | VWF:RCO/NWF: Agh<0.3
| ICSBTETTE _ | |
: VRGP [ b & DEFIM HMW . RIPASEAD, /IR
2B | mmme e R (| RREHEE e eC o/ VW AgH0.3~07
M/MRGPI b DR BEE HMW VWF:RCo<30%
M EF | M ) | RREHBE | \\ERCo/WF: Agti<0.7
N sumreomenst | & | N | meesse | IEIERS00% o o5
» ws | VWF:RCo, VWE: CB.

HMW: @5 F#&, VWERCo: VWFUA RS> 3777 7 —iEH, VWFAR: VWFHLE, VWF.CB: 25— V&6 RIPA: VR v Eiim MlgEiie.
Bt 4 - vin 4 2 B AR - £ T H £ (2006) 7348 (ICBRG) 2 RICRE. &4 FICIcD»TRERTo Rt 2L
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@a172M

¥4 72BERER, VIWFRIGTOGPIbiE ST
HEALFAL HILRERAGNEN, ¥/ 72B&
X VWEDM/MEGP I b~ D ST 2
FhmBHThae B0 FREVWFLFv—D/KHliT
AL, B, ST 2MIZR 257 DS
BFAETTL 7Y FOEEFALRTWAS®., ¥4
72 M = VFv— (multimer) ASIEH THBEZ E
IZHET 5.
@F172N

VWFH7 2=y bOHEMETH S TH LD/ Ds
FAL Y AOBETFREICEIVSMETFLEOREHET
2R SURTHAROBEIC LY, 2Rl 47
LGRS TR E BOTEVWER
NVFw—OEZEYE Thas, SURTFOZIT I
ATCHEIC XD SETIRET 35, BRI
ALOENFELAE SIS B, 4 72 N ZRAOD
FERIATT 5 AD I V54— (Normandy) #i5H &
ThsbIEICHFETA.

(3) 9473

VWFAS5E &K 35 mA T h T 4 Him itk
2Ry BNEFLET 540, M FE&icH
HEPHim, #AAHLS RS 5.

von Willebrand#® (VWD)

5. VWD®iaE

VWDOEHL EMEF VWFREAC L2887
L, ARV WFORH2RET 2R MHEICR
BENS, I ERAFORMA CEEBHE IR

6. VWD &EX Evon WillebrandfE{&EE (AVWS)

W, BEMGERTVWDERBOREZ =T
ZEkpmenTsD, #FEiEvon WillebrandiiF 5 B
(acquired von Willebrand syndrome: AVWS) &
FEERTVA. AVWSIZZL 3 S g Bt i,
FOELDOELTIRY P 0 b e, Bl
P, FEBEALESMLNTWA. RERE
BIZEIAVWSIE, BEOSTHIEHOFIEICKD
ADAMTSI3IZ L 2VWED G AG8R L 20, 55T
BVWEARIAL, ¥4 72AOVWDERI RO W E L 7
A, O FER & BASK B IR 5 A E L THAR AT
Hilf % 4 9 HeydedE BE TH D, £ OAREIZSR A AL
TETVEHERETAZLICEAAVWSTH A
LA ERoT WS, AVWSIZHT 55 H O
ROEESMEG NS,

cowmn  von Willebrand factor (VWF) MBI

VWFIZ19264, 715> RABESErk von Willebrandh¥ L EOQA—S2 REBICH 3 HMEESDRE#
B|EUCEICHET . COES CRIVVRBIIIERZ D HMEMAEES LT Uz, F 0%, 1950 L Hm iR
DEEICHNATHENETOEHEFHSN3LSCRY, FUETOBRSC Lo THNFEOERFHFENZTEmE
NS, COEECFENENEFELRGEETFORZCEET 50O THE ST, IOEFHVWFEFEHT Nz
TH5H. TOEVWFIL1970FER TSRS N, 1980FERUEC F= /BRI EESN3ICEr"
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