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2. RHAL FF4 OME

2-1. By

2-2. VERCH

2-3. FIH EoERE

2-4. fERLZH

2-5. VERLH

2-6. AEE (EHEED O OTEHINE) LA
2-7. BEB LI OMERFHOFEM K (COD) 1I2DWT
2-8. A KFA4 VYENIZDWT

3. von Willebrand J%5 O B %
3-1. von Willebrand -1+
3-1-1. von Willebrand ;¥ D & E 7 1) T T ¥ A
3-1-2. von Willebrand [XI-T- A % & HhE
3-1-3. von Willebrand [X-¥{Z 3583 % frds
3-2. von Willebrand 3% ® 95 %1 535
3-2-1. Type 1
3-2-2. Type 2
3-2-3. Type 3
3-2-4. (@IM/MMEAE VWD : pseudo VWD)
3-3. von Willebrand % D iR
3-3-1. HAEIR
3-3-2. IMAE S

4. von Willebrand %D
4-1. HIEE - GRIRIE D REHL
CQ1. M FHli > — ) (bleeding assessment tool: BAT) (& &
D LX) BRYFECHEIGTRED?
42, B D72 DR MAT
4-3. Mgy
CQ2. VWF L)L (VWF I % 7213 VWF HLliii) 4330 ~
50% OBERFIR OB AU, LY B R iU iG R DS E A ?
4-4. FIRFIRAT
4-4-1. Type | B B lifs 251
4-4-2. Type 2 B B lifn 45
4-4-3. Type3 B L MInTAR

5. von Willebrand % D i
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5-1-1. %hk
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5-1-3. -
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5-2. & MR VWF S5 VI 15854 (pdVWEF/FVII
)
5-2-1. %k
5-2-2. EIfEH
5-2-3. - HE

Rx
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5-3-2. HEIYEH
5-3-3. - i
5-3-4. pdVWF/FVIII 5] & rVWF $#] D Fig
FQl. VWF &A Ik HAN X 2 wifcfed: 2 £ 2540
BWHR) ORI ?
CQ3. VWF &AM HANC X 2 1kiiG#E T oE=5 ) v 7
X, FVIL{EMEE VWEiEHEO LB 52 HREE T 500 ?

5-4. EHIWTEHEE
CQ4. VWF &4 iR 84 o e Wl Fof ik o @t & ?

5-5. PUBAH

5-6. IL/INHCRY I

5-7. IAERIERL DGR

6. von Willebrand % 2 DAF B

6-1. #% HREOEH
6-1-1. W% AREOZ M
6-1-2. JEWiHH#E
CQ5. TFHITIRZ HET B, AVEVREEZHFLEL LV
VWD ZHD#% HfEO IR 2 #INT 2 & p ?
6-1-3. ARG

6-2. WA - IO B
6-2-1. HEURT O AL
6-2-2. SR
6-2-3. 53R JE W o 1 i A B
CQ6. VWD kD 43I o 11 145 B D6 B 2 i M &
DL BV ?
CQ7. VWD kD UEU - 43 Walg oo 1l A B IXRERE 7 A €
71~ (DDAVP) & VWF GHREMEROVWTNE V2
REMN?
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7-1. %RV von Willebrand JiE 5 #E DO BEEE

7-2. HRME von Willebrand JiE 57 0 S B
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8-2. ffEE st
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9-2. FLEEE B DIREE & ihETRET
9-2-1. 'V ¥ SEAGH TR B
9-2-2. 5 fHli B Bie ek
9-2-3. JEIMEIES;
9-2-4. HUSIERE
9-2-5. LML R E
FQ2. aVWS G HHEFI DL IAERE EOFAFICB VT, iz
Fill9 % 7282 DDAVP O$5-, & %\ ST RESHRS A< 7
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FEEFTREN?
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YAV IAFI—E

JUZAILIIRXF 3> (CQ)

von Willebrand % D%

AR — v (BAT) & D X9 il
T RE ) ?

HLAE AR O A7 4 % BIRE LS 9 2 A H D IGa, 76
MR E % 3 2 LEEOAEL N3 2546
ZOHWHEE LT BAT 2 i3 5.

von Willebrand Bl 7= (VWF) L N )b (VWF i
P F 7213 VWE JUEE) A%30 ~ 50% D B2 H
WOBETIE, I B R - MG AT EE A ?

BB 70 B ILAET ) 2 55, VWE L XL 30 ~ 50 % 12
TLTWA%%, VWF OBWREIE R, EETFHT
WEDMEZHAHELN TR VA, von
Willebrand 3% (VWD) T3 <, VWF D TIZ X 5%
WY A2 25 “R VWF fE” & LTIk 2 & &
L, 2ZIN U CHIMF - kMG Z17.

von Willebrand % D {39

VWF & 47 i BANC X B iFemeik % 9204 %
WA ORFORIL ?

VWF & A7 i A 0PI O \WT, KFAS FFA4 »
TRIUEF Y ARCEDHEREZIIRT 2 L3 TE L
vy,

VWF &4 A 8ANC X 5 kiR o= %
Vv, g VIDKE - (FVID &% & VWF
WHOELLE2ARETLON?

1R LB e X VWE T2 & FVIL G TE 0 W )5 2 2 1 iy
WCHES BN D BHD, AR RE=FY V712
FVITIEMEZ v, VWF G2 BRZIRT 5.

VWE A5 i i B O se Al Ao ik o) 1 2

Az iy %2 % K @ activity of daily living (ADL) 1236 %
BT REME D & 2 Ml A& # 0 SR SHIEBNI R LT,
TR ITEZOEEF DO (Quality of life: QOL) D
Yt HIIZ, FERICIS UC VWF & 47 i Al o 3
Lo, PGSR TR L 08 S RS R KT
5.

von Willebrand %% & PEDE BL

TPRITIRZ BT 2705, RVEVHEEZHHEL
2\ VWD D% 1 D -G R 30 % 58
Ry H&E)?

HRZ HLT 5, RVEVEEZHLL %W VWD
LD AR OEDERIL, T IAFF LB
Wk 2 FEhE L, AR5 R EICIE VWE 54
A EA DL H CENEEE BT 5.

VWD 2 PE D 43Ik 0 1 185 B 00 3 70 D17
ol 5nhp?

VWD 2V O 45 I I o 1k 18 B 6 2 7 VWE 16 1,
EVIT PR R 50% (i MRELE 577 /L DLE) &
T 505, TS OMEIZAEE LD 5 & g LT h
BOMETH L I LICHEL, LEICN U CIkiGE
ZRME, HHVIZBMT 5. FEWHOSEICE, T
MG O VWFE i PE 3B X O FVIL G250 % DL EC b,
iR FVII G % 80 ~ 120% (2HERET 4.

VWD Z Yk @ Wi - 5 W K o> 1k a2 BRI 0
DDAVP & VWF & A ifi Al o w3z Hwv
HRENP?

IR - /Wl o0 1 4 BIZ, DDAVP O BUS TS A
P BT, VWF S MK 2 41T 5.

#% K1 von Willebrand i i 0 ih#

aVWS A iFE B Lo LA B 55 O FAlf s B\ T,
L% B 13 % 72812 DDAVP O# 5., H 5\
I EA MR 2V F TV Y E T — b,
VWF & A7 A AN X 5 WiFemes: & FE i3 X
&)

TR O LS 1 D 72812 VWF O#iFE % i § X &
DOV TIE, TORIUEF UV ARLEL, KHA T
AV TIREREZRT I LITTE L.

ERBEL T
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BEs—&
ADAM10 a disintegrin and metalloproteinase domain-containing protein 10
ADAMTSI3 a disintegrin-like and metalloproteinase with thrombospondin type 1 motifs 13
ADAM17 a disintegrin and metalloproteinase domain-containing protein 17
ADL activity of daily living ( H % ZE{G B {F)
APTT activated partial thromboplastin time (JEHEALERSG 1 > KT 5 2 F VIR
aVWS acquired von Willebrand syndrome (# K%k von Willebrand fEM##E)
BAT bleeding assessment tool (HIfiLEFAli > — L)
CML chronic myelogenous leukemia (T&V4-E i1k A 1ML5%)
CQ clinical question
D&C dilatation and curettage (& SHE DLk & 5 NRRIEAH)
DDAVP l-deamino-8-D-arginine vasopressin (FEfET ZAE 7L ¥ V)
DVT deep vein thrombosis (ZEFFEHIR ML HTE)
ECMO extracorporeal membrane oxygenation (FEHRIABIIEER)
ELISA enzyme-linked immuno-sorbent assay
ET essential thrombocytosis (A ML /MK IMILAE)
FQ future research question
FVIII factor VIIT (&[5 VI [KF-)
FVIIIR:AG factor VIII-related antigen (%5 VIII [X-7-B8#LHT)R)
GPIb glycoprotein 1b
HSIPA high shear-induced platelet aggregation (773" 1) i JJ A5k PE /M4 )
IR incremental recovery (-2 [a]{=%)
ISTH International society on thrombosis and haemostasis (B i 11 1l 57 4% )
ITI immune tolerance induction (%L L2 #EE)
IVIG intravenous immunoglobulin (48927 1 7'1) & Kig#eik)
LEP #7] low dose estrogen-progestin H45i]
LNG-IUS levonorgestrel-releasing intrauterine system (L' R/ V7 A M LVIRIBTEHHN Y AT L)
LRPI1 low-density lipoprotein receptorrelated protein 1 (1) & % ¥ 78 7 B2 2K1)
MF myelofibrosis (‘5 HiARHEE)
ocC oral contraception (#[1HE4T3E)
PBAC pictorial blood loss assessment chart
PCPS percutaneous cardiopulmonary support (FEHZ i/Colifi i B 2 1)

HAR I A 1 if
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pdVWE/FVIII %4 | plasma-derived von Willebrand factor/factor VIII #51 (& hIfii4E sk VWFE &4 45 VI K1~ 55))
PK pharmacokinetics (M) B)7E)

pseudo VWD pseudo (platelet-type)-von Willebrand disease (Ifil/MEH VWD)

PT prothrombin time (71 b & > & > R¢H)

PTE pulmonary thromboembolism (Hifi Ifilf: ZEA2E )

PV polycytehemia vera (B IfiLfiE)

QOL Quality of life (ZEiGDE)

rFVII 245 recombinant factor VIIT #4#] (GEAZ-F-#l#t 2. FVIIT #45#])

RIPA ristcetin-induced platelet agglutination (1) A I & F > &P/ MR EEE)

rVWF #5] recombinant von Willebrand factor S5 GEAZF-#L#t 2 VWF S5#])

SLE systemic lupus erythematosus (& HPETLY 7~ b —7 )

SNP single nucleotide polymorphism

TMA thrombotic microangiopathy (Il f/IN i 45 i )

t-PA tissue-type plasminogen activator ik 75 A I 2 X0 7 7 F =% —)

TTP thrombotic thrombocytopenic purpura (LR L/ NI AP 48 B 555

VWD von Willebrand disease (von Willebrand J7)

VWF von Willebrand factor (von Willebrand [K--)

VWEF:CB von Willebrand factor collagen binding activity (von Willebrand [X-f-2 7 — 7~ % 451iE)
VWEF:GPIbM von Willebrand factor glycoprotein 1b mutant activity (glycoprotein 1b mutant % FJJfI 3~ % VWE @ glycoprotein 1b #4516 1)
VWF:RCo von Willebrand factor ristocetin cofactor activity (VWF ) A bt F > a7 7 7 ¥ —iHME = VWF &%)
VWF:pp von Willebrand factor propeptide (von Willebrand [X-f- 7" 12 <X 75 )

VWF L X)L (von Willebrand factor {1 F 72 1% von Willebrand factor HJi i)

VWEF % von Willebrand factor ristocetin cofactor activity (VWF J A Mt F > a7 7 7 & — &)

VWEF HJ5i &

von Willebrand factor antigen (von Willebrand [X-7-$T 1)

WPB

Weibel-Palade body (7 4 NV + 735 —F/MK)

Low VWF levels

low von Willebrand factor levels (ff; VWF IfiLJiE)
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1. (3U&IC

von Willebrand -7 (VWF) (I IA$RE BT, I/ 7R & Bef 45 Vil (7 (FVIID O F %) 7
EHE W) 2O00EELRBEHEZHIBEATHY), VWEFPRWIIRZT LA, HLVIIENLREND LY
A, 3 FF R BmEREY X729

VWF ORI Z - BHEREOFND, ST SEFLEET (VWFOBET LIRS 2w) OBRIZES Y
A1 (EKM) von Willebrand % (VWD) L X, VWF 2R 2 B OHUERRL KEIVIRFIEZ20E, & 5 Wik
TRy, SFETHREMEBICL > TR (BRW) 12 VWE 259843 28413, %KM von Willebrand
JEBERE (aVWS) LI 5.

AFTIE, JBIC VWF & VWD ot (3 55), 2l (43), H#E (53), VWD KEOEH (6 %) [Zownw
THRAR7=1212, aVWS OBEZE (75), ZWr (8 %F) BHF (OF) IZOVWTRDIKH) T L LT 5.

2. XHAKRZA 2 OBE

2-1. H®Y

KATA RKTA4 0, RIFICBTAS VWD BEOZK 2 HEEL, @Y TR LRERITEEE S XD, VWF
BLO VWD ICBIT 2R 2, B X OREBEOZW - HRICHT 2B CoOHRLZIRT LI LICE S
T, BEOAEEOEON EE FHROEEZDESTIEEZHNET 5.

222. KHAKRSACDBEEHEEINZDHRE, BLUCEESIFARNRE

KA RITA v OBIBHPHEESNLRHEE L, GERM) VWD B X UK von Willebrand JEBERE (aVWS)
WEEbNLBE, BIUBWHINEBETHL. T2, AFA K54 OFMRNSREL S 0RBROBHE
WD B ERIZ M5, FHEMPLEAMZ ETRXTORBERFETH 5.

2-3. FIALEDERE

KHARITA V&, VWF BLU VWD - aVWS ICB T 25 L, BUEICB ) 2N W 2, ik
ZRL7ZERTHAH. VWD - aVWS ICBIT 5 Z TE AT LML TRtk L T b 720, &%k
T A EES L. 22T, ATA FI4 Tld, VWD OB (435), H#F (53), VWD LtEoss
M o(6%), aVWS OBE%E (7)) OFHICIEIZEOEEL T LOTRML TWE. 22T LIHLAEICIE, BE
B OEER & JEIZHEEHEK L 72 Clinical Question (CQ), 3 & U Future research question (FQ) # ¥ &35 2
LX), B EEEICHETARIKBEOMBEIHFOND LEZ TN,

%P, VWD +aVWS &, BEOMWIRRLEIELE, HHEICELR EHO5W A THAZEPIFFIIREVE, £
DIEHIZ D 2 EHREFZ DR T 5 ER i OB, BB -2 FEETHL. LT, SHHHIMH~
DEET LI, BHFEMEFEZLBEOFH LAVTHRELTWAREIDTH D, LEN->TEISL FI4 Vidlh
BT HEHEZBRBIL 720, BEEFEOREHEZHIRLZDT500TEAZ V. BEERIIOVWTOR
FIEBEOBFEHLEIIFETS250TH Y, HARMBIEMZEZB XORTA 8T 4 2 OFERICE D % K%
Bix—YoETrEbDR W,

2-4. EREE
UTFICATA N4 O ER 2 RT.
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e ZER K
HAE I (uERER: WP - MR
[ AR IEIYS  VWD/TMA SRR EH |
B RG] (G RIRSZERRSY: NERD
JEANASE (RALR e EE =0T 780 ZEBEIEAT 785
IR Ol HEERFR AR A IR A=A
BT IR (AdTR KRR EERE i)
SV N0 753 A e )
G G U SN e )
ek (SHEEIEE ERRRASER)
HEIHEN (R ESRFmEE  Hifis)
D FEE BEENR (UEEERFRFEBEE AR E - AR
ANRFEER AR R (EVREEEME Y — ARPAE Y —  ENE)
BIIRREAL AR AR TR (SUORFARFRE R RO HITeR R - BN R A el e )

2-5. 1ER &

H A A8 11 M 27 43 1% R 2 b A 4L 2% H 438 @ von Willebrand 9%, IR PERUINMAF 5 (VWD/TMA) #8&
DHFE%E T, von Willebrand JEDFBWEN A N T4 ERBR R ZH. L7z, B A ¥ /3—1X VWD/TMA 4%
D6XHDEHITIMZ, VWD/TMA FBEXLAD S 3 4 D0FAXNBERB LU 3 H0NBER (V) v~ F#I
ANERM IR, BYIRAEALAEIR) 2SR S 7

VWD &, BERIEZ V00, B BIMAERISEE ZEMH?ZL {, BRENLREETIRVWI L2, |
MO EHHIIZ VWD OIRFRH YR % 255 5 DN, oSG IHEBOHEED 72012 VWD IZFEL £ R\ ERf
DHWELELTHHEEN LT LIERET S, 2L T, ZO—EBIC I 1k M5 P AT 70 BRI WL E R0 Mg A
ThD, LALeds, EEEETH LML L, FHERHGRE, BEAEIMER T80 7Ly bR
V=, Web 4 b, H2VIEEBFROWEEHZEICZLL, VWDICHT2F & FoMMEIELIZSWE
BARH L. LT, RIA T4 V3 HERED Sk - (kMR OBZ#E2 4T 2 K, $H50IdHE
METHEMET, VWDIZOWTHHICHMEL, ZBHICHKLTHIENTESL L), RELBICHTLHEHR%E
TELZUFEL ML TRl 3 % )58t L7z,

YER X Minds DZBIRT A F54 VMEROTE& 2017 12D, HEEOBEL 7Y a3 VIFEL, wWihdro
WA T a v EMERTHIETHEET Y MY LA OUEDS AT X 2 HERRIEEICOWT, Clinical Question
(CQ) #HEL, YATFITA v I LEa—%{Tw, TEFYAZIELT. ZLT, ZN5OEDERH
RAEZEL, MK - IRMEBICHEELZEM» SR 5 54 54 JERER - o+ = %, HA®D
PBEH 2 EOBURZ IR L 72 LT, ZHATOWMHICL VIEREZRE L. CQDIH L, WY LRI
REINLG Do, TREIREINZTRTCOFLOEDNEL o Ak, RN R LE L H
Wr SN 535413, Future research question (FQ) & L Titik L 7.

YRR, B CQICBITAF— 7 — FZ2IIZ, PubMed B X ORI MRS 2 IV T — G R O M85 19 L
B 24T £, NY R —F I X BRBED T o7z, BB L EZBEL, #BHOBGEDOHT AL K54 ~
HEBEHLT, & CQITHT BRI 2R L 7.
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#1 LHOILEFTY AL

IEYFYALAN IR VARES
I VAFIFA VI L= AT TFY TR
Il RIS AR AN (AL &Y.
11 T v & 2GR
v SINTEEENORIZE (3 AR — MIFZEReAE Bkt FEAFo%)
\Y% RLIRAFZE  GREBI et R JiE B SR AR 7E)
VI HMZERAPHMKMAO R

£2 CQIEBILIET Y ZARKDIRS B L UHIEDRS

IVYF U AR DRE EOFR
A () RO M5 RIS 25D B
B (#) R OHEE M P RREDOME 2D 5
c (§9) R OHE TR T DHEEIERENTH %
D (&THEW) WEOHEEMANIEE A LB TE W
HELEDHR S IE TV AOREFENE
1 (5) B~ HRE RS
2 (§5\) L ~JERIZHG

CQICHWAZEF Y 222w, 1 ZHWTEHMEL, TEF ¥ ABRMKRIZOWTITER 2 ITED &R L
mL7z. 1, 213 Minds BT A T4 YAE~ =27 )V 2017 (https://minds.jcghc.or.jp/docs/minds/guideline/
pdf/manual_all 2017.pdf) % Z& /B L 7.

DEDHHBLOTMEICE D, 3 VWD/IMA &0 6 ZORHE CTERZ /K L 7.

2-6. AlES (EEEH S DIEHMINE) & 51E05FE

VWD/TMA H& OFERZE B CIER L 725, F91ERZRUAN O VWD/TMA SBEZB B LU, VWD &
HEORE S /NARHE, WERHE, B ARHE & E BRI 1 #E OB RICIE DS W T—HBIE S 7, VWD/
TMA & PN DEEPIRBRE OFE % 2, ZHICE IV TBIES .

EHIZEDH, RKITA FTA 2 Ofk4 KRB ~O B REME 2 &2 ZBINICEHET 5 72012, AREEIC
g 5 22 HIEE % 2V 72 AMR R B & BT L7223l AT, ORFli & TSR R B R L 7.

2-7. BB IUCERFEOFIEMER (COI (C2WT

KAHA NI 4 VIZHARMB IS ORI IE %2 20 TER L7285, ZRUSMN KRB & mset z &
DHFEFE -2 ITFANRT R, (ERFREOZRARB LUORRIETT, HAEMRIEMY 2% COl %
BEOBUEITHD EFRHIII OV TOHEZIT, EOBEEICOWTHEREL ZIT KRR I NI

2-8. HAKZA4 D HETICOWT
RKAARKITA i, BIFICBITE VWD OBEICEHL T, D TERENTFTAL K54 2 ThY, 5H0OH
AR o T, BBIE - WEEIT-o TV TFETH 5.
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3. von Willebrand j& DELE

VWD &, KEGHH gt RBirE (%) @iz, —SEfamsgt: () S8RV EETs . 20
%1%, 1926 412 Erik Adolf von Willebrand (2 & - T, ALRK® Aland 565 THLEAS B % 4 0 R HKRICEED O
B REMMERKN E U CRIICHE S22 LICHRT 2% CoMETIE, BHIXIMHEICA SN B
HINHIMANIT & A E T &R, M/MUEOES, IMMRERER, &3 mut: () SR T dRBiET
%, RED VWD ORESHL NI TV S,

1950 4EARHT 1S, HMFER O 4E & & FVIIEPEO MK T % /8 3~ kg BB oW 5E 8 2 H s S h >,
Aland FEEOREB S F— DB TH 5 Z L BRI N

1957 4, Nilsson 512 & 5T, FVII %K ML A BFH O MR MEE 5 H 2 VWD BFH I 5 &, &
Z AR o FVILIEMEDS 5 LR & 5k 5 2 s S/ °. ZoHEICX 5T, VWD ToOH ik
MIE RO KL, FVIL &35 7% 5 RKEAEOVMIME - Th 52 EAHRBEN, LI VWD &\ 9 5ifad%A <
EHEND L)Xk o7.

1965 4RI MAED & 7 ) ikl & 7 ) & i OG5 EEFA 23, L7z © 1%, 1970 4E4RIC1E FVIIT O 45 J5 78
L, CO5HIZ VWD OI/MMUCHiAEREZ #IE T 5 1EH 2 H 5 2 LR WE s 7. CoEHZF>&AIE,
Zimmerman 5 2 X - T FVII & A & 3 REFIIII R D 2 EAURENTZAYT, MHREICEHZ EHI2T5S
ZENS, INSHPE—GT LICHELETHD0, HAEVIIELZL 25 TIEELTWLONEIARHTH - 7.
Cow, TOHEAIZES F VI HTEEUR (FVIIR:AG) &IFFIEN5 Z & 1275 -5 7225, FVII & VWF
DDNADZ U —=7IZ&D), MEPRLSZEATH LI EVBWAMEIC R - 720 Z D% 1986 412
FVIIIR:AG D& FRIIERICEEIL SN, VWF BSIER G 8FRE o7z,

VWD (d B IR EO R TR DBESHVRETH ), TOHEHEILZ 1T ADH7D 100 AL i
ENTwS . L2LAadSiERNIEE A LR VIER DL Wiz, IERE 23 2E6IZZ0hmoR 1% (1
TANZTAN) BEEEZEZLONTWS. AHITCAEEO M E R FRESER ARG HEICL S L, DOEO VWD
BEOBIZ 1363 £ M SN TWD 72, EBICIERBWHNZ VL0 LHEHl S5,

3-1. von Willebrand &F
3-1-1. von Willebrand AFDEKRET VT Z 2 R

VWF O#EfnT1%, 12 FgEEEROGHIE < (12p133) IZHY, 52227V v 2 EH5AEE 178kb IZKAT
Wb, 73 40bp A5 1379bp DRKEXTH LAY, 4 b id97bp 75 199kbp LK IZH725. 1
FEPO1THFHOZZ Y Y3y 7 FARTFF (225 L7uxTFF (7415%) 2a—FL, 18F»H
RFEDOITY Y VIEVWF OEFY 7= b (2050 #&3E) & 3 FFFEREEZ 2 —FLTws (K1),

BRI B LUESIAZ L, 14 HFTO Alu Biy) (FIREEZE O Alu SIBF S 5 80 & LESI o —Fif)
Z&te. EUEICIE TATA box R CCAAT 4l 7% &0 71 € — & — B 13 A0 55 i $H3812 13 single nucleotide
polymorphism (SNP) 23 OHNA25HE L OBEIZF AW THL. =7V Y 23 F»S 34 FIIH 75 #EE
F (A FAAL VYT 2) & 3% LoaEb e WECHIAS, B S N WikElE & LT 22 RIS 5.

VWF DI EE IR 10 ug/mL T, FEALDIMIESY VX7 EBREREIN LI TIE R L, #80% AN A
WE AL TAB S, R0 ITEHEEER TR IN5.

VWF &, $9 2813 7 3 VERIRIEOERGRIRIKE LTHEK SN, 205 225D 7 F IVESI DB )
WCTNEKIZA S, VWF I, CysBRIEICEA (83%), ALY TL=y NND SSHEAICEDb LA, —
Wiy 72=y MO SSHAICHEET 5. FilRAR VWF IZ/MEART C RKumlicdh % 3 D0 Cys T SS #&
ED A =55 (K2).

LRI RSN X
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Chromosome 22

(23" |||I ||34) Pseudogene
1 20 28

5’H1—||—|—|-|-H—|H—H—I—H—H—|—H|-H|—IH-H|—HH—"-H—H—H—H 3
I [l J R S e K 4 K ’/ I
[ / e ‘ ’ ’ o P

: / ; S / S - [
1 ] ’ ’ ’ 1 11 > —
P ; - A / S | VWFEEEF P
1 1 ’ // ,’ ;' Il I/ III’ ! H
P / /. S ; Y Chromosome 12 |:
1 ' ’ s s / K I I
oy S gy !

1 1 / //

1 1l

.

|

;

:

i

:

|

i

\
, o 52 exons 178kb |:
4 ’ 1
, !
/ 7’ it ! ’ N 1
’ ’ ’ 1 ’ 1 1
’ ‘ 1 ’ "
1 ’ . a4 H
\ ’ ’, aRd ’ /) 1" |
7 ’ e ’ ’ 1"
1 ’ 7,7 1 ’ "
1 I/' h, 4
’ 7 ’ ’
l,’ ”
K

VWF mRNA 8.7kb

!

VWEF Pro-peptide VWF mature subunit

A A
r Y \
REPEPICPOCOLE - - - - - B

pro-VWF monomer 2791aa

ADAMTS 134 Wi &z

BHEER AT
FW multimertfi/pMRGPIb 35—4%> /MR dimer
S-S yzpkFy Typel&ll GPIb/Ma s-s

ReAEF>
E7 €7 ? N-J)hy

HEs L REREE

o)

v ? osuny
as—rr

Type IV & VI

X1 VWFEET& VWEF D KX A4 Ui

TIVIRIZAD &, VWF BiBMA Y £ = =13 furin 12X - T 741 BRIEDO T O XRTF PR SN 525, 77X
TF NI e n b VWF % 7=y MIIFERAEREG L AL, VWF HBRIK Y 1 < — 25 N K
D 4OD Cys ITSSHEEEEY YNV F =t hoTwL., YV FI—BRIZITOXTF FHALHET, T
W IROBBHESRM T T SSHADOER ZEL 5T rvRu & LTHEET S

9 LTH#Y 7T 2=y AN
AilAl L (head to head), C HK¥ilA L (tail to tail) @ SSHEAIT & o T 80 MEFLEAE D | KO T=
INVFI—ZRET 5.

MR IRk O VWF IZE K% VWE v L F 3 =258 A0k (GFIR) W&z L <, &L LT 10050
LTIy Rz M2k, 7ax7FF RFedizg 4 X)L - 285 — 7 /MK (WPB: Weibel-Palade body) P
HE N5, WPB NO VWF 134912,

HHEVITHEIZIGELTWPBRSILZ VYA b—Y 2 &N, VWF

HA LA 1 127 435
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Bz — TILFT— SS-#A

TaRFFR
VWF R 2
HJa1zyk
ADAMTS13

SS-fE& cc cc cc cc cc

i~
it ol
)
W popl
I & P R A
e AR, EIRKIZ
FeYIIN

2 VWFE O&K

POREEL 727 aXTF F(VWFE:pp) & & AT E N5, S OFWMEBRITIEN L ONET VIS 575,
Wi zizEn/z VWF v v F <=L SHRET 5 X9 c:ﬁmnwlﬂ IRlEmEN, SRIRIC % o THLE PR
FaZE IR L 22l s ShTwns

—77, BEMERHRO VWF 3 I/IMRO o BRI EFE S 4, M/MOTEEAL ISR i it S s,

WA T DI X > THRE SN/ VWF X, ZDOYJMEEZR Td % a disintegrin-like and metalloproteinase
with thrombospondin Type 1 motifs 13 (ADAMTS13) (2 X > TYW S, SV F =D TEPREITNES L ko
TWL A, FHIBHOE D% WKIME TIE VWF RO ) 7272 TN YR 220 % &b 720, Midicix
SFESONDVPOHTHET, SFSELREZIOINVFY—IHEEL TS,

VWFE OIH R 16 BEITH Y, LMK TZ V79 v A& 15, i VWF OS#kE LT3~
sua77—=YDYRY RTEZHEARL (LRP1) R ¥ 7T IVIRFRE % 389 5 Siglec-5, Flig o> il PN Bz M ha 52
AT A CLECAM 2 E3MER & LCEZ O TWw5S (ErORADOZHEERDEBEETE V). T2, £<
DIMHEE Y X7 AD 7 ) T T v ALRERIZ, YTV Th: VWF L, e~ sa7 7 —Yo7 v
Ty o AZHERDRRT L EEZOND.

VWF DI EE L ABO M ANCHHB§ 2 Z &b, M o BCidfioo A, B, ABE X D & Il
VWE P8 X OF VWE HUEE 138 25 % IRV EHfIcH 2 . S SICHEETRAAT OO A0 £ BO I TldAE
D AARL, BBEUZHANRTENZN VWF L RV ME L 2 2 S5, ABO IMEH % 572 72 V> Bombey %!
T VWF LAXVIZ ORI D & 512K,

I iE R B L€ O BRI o M B i, O B T HASIE R BIIR ZEMAE 12 72 0 R0 W 2SS S
TWBHH, ZO—HELTOMTIE VWF LANLDBEKWZ EAHE LTS EBbns % VWF IZIZIME
RIBESESGEAELTBY, OMTId, A, BANCHATHD 1 2474, HHIEL 25 2 L 50t
T BB MED AN EAs B L E D Y

O BIC VWF DIl HiEEIMKL 25 1 DM E LT, VWFDOA2 FAL VIZ2KDONT YA U BHDH T &
25 (K1), IMERAESEEEO®E VA VWE O ADAMTS13 B MHICHEEZ 5.2, 270759 A BE57 5
EEZLNTVWS B

LRI RSN X
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m/MRIEGPIb/IX#E &K

VWF A1/GPlba c
HFEEEETIL HRBAR ALY
’ o) o
GPlba
S | RS
Leu)E—KK F)ahyy)
A A
VWF-#&
BRI

- = N
SS-#t B-F4vH—

3 VWF-Al KX A ¥ &I/ MEIEE GPIb/IX AR O ks & BRI o i &

3-1-2. von Willebrand HFD#83& & HEE

VWF #7122y Mg, 73 7 BEFIOHNBERET Y =05, A, B, C, D TERINF XA DS
PeRfibhCT&7:. 2otk BHBIELT I VBREVNOHMEZIEIC, B, CFXAL &2 C FAL Y OD K
LELTA, C DTEREIND AL VEEIH RSN (K1),

ARALVE32HD, WINHHFRIZOARDB V= Z2IIEATZEONIZ 5 ~6 KD a~N) v 7 ZAHH
DAY N—=T =k ki (2A<>y - 75—V F) 282 (KW3). A NAA Y TREEEY-TCys
IS, A2 ZBRWT AL & A3 TIX M AL o8 (NKUEE C KIfhE) T SS S L Thilms
ERMEEEET A, Al F A4 V2K glycoproteinlb (GPIb) o & DfEEH A M HBGFELET . T2, in
vitro CI/MIEREZ ERTAHVWF 2777 5 —THHI) A M F v RACHEHKSY V7 (RhoteF v,
EFtF ) ED Al FAAL VICHET 5. Tofl, mERILEIEER~ ) ¥, VIS =57 v ofiaA
MY ALICHIET 5.

Al F XA Y TIRNEKmME C KIFHIZO- 7)) B4 RKTO/AEL TB Y M LMH s 925 —%1
BTLTW5b, Al KA A Y O—EBOEIMET 3 7 BEFRIE L GPIba fl O 33 2 B PR IL AN & O EAEHICE
WTHhDH, ZOM, GPIbo DN KD 7 4 Y H—0Al KAAL Y oREFEMEEHNT S (KW3). 7,
GPIba D)V — T3 Al L OFEMOBIZB > — FE2BEL B AL vF), Al FAAL OB ¥ — b EKER
B55. Al FAAL VOXEFRIEEIZO- 7 DI FTAT—ICL > THRESN, GPIba DB T 4 Y =DV >
WY BTER N,

VWE AL THARCEME SN EFHIehickoTIh s oEMimhagEm L, HEN M &
KFEEEZNLT, MIMROFFRISEZ L EEZOENL. 9 —HO GPIIIIa k&4 MIAf v 779 D
RFRBCY Td B Arg-Gly-Asp (RGD) BLHITH Y, THELITEWIZEL LTS, LiL, IM/MRO GPIb/Illa
BAREE RS Z L 5 TBY, HLICE Do THEEZZ LSBT A Y FEORAREZ BT 5.

DX HIZ, VWF-GPIb M OMEAEAIE, VWF O RS ZLITAKAE L, VWF & GPIIb/IIla [ O AH HAE
JH1& GPIIb/Ia O AR S ZALITARAE L T\ b, VWF-GPIb M D& & % 28§ 2 R4 B 2 wiBh I+ & LT
m&%gm%@UXFk%/#mméméﬁ PERTER DY) 2 b F Vi, Al KA AL YDk ¥ IEO Pro 5%

BT I B, O-7 VWY TAY—DYTVEEELR EERHEL, FRRICY 7 IVERIZE T GPIb & i

HAS IR 1k 027 25 5
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ALTCHMLMEMEZ4ETLEEZ20N1T0w5, T2, ACHIVBRINLR b oEF U IE, Al KA A
JIZHEA L, VWF- R Mot F VHEEERDE 52 GPIb f ST 2389 5 2 & CTHE OB E T 0 1/
WEENERIND.

A2 KA A4 V1213 VWF O YINEE S TH 5 ADAMTSI3 OYIREMiAE EhTwab (K1), ADAMTSI3
X A2 B X A Y INOD Tyr1605-Met1606 [H & FEERIYICEINT 3 %25, COFMAILB —F RIZHD A2 FAA U
EICHE L TWwa, A2 FAAL VIZIE Cys BRED L F AL VOEHEZHA L2 SSHEEMNTE wvnizd, VWF
BEDIRNEZITHE A2 FAAL 2 FEETTHELYEERV2#EL T2 X912% 0D, ADAMTSI3 12X 5T
gwrshns (M2).

A3 RAA I, T8, MBas—7 U286 M ThbH. VWE IZIBIMEAL O B THERISH &
LA, ZDEEA3IRAAL VEBERLNE THEOIT =7 v EOFRBELRMETA M ey, BRI
LS5,

D FAA yi37ux7F FhiZ2> (DI, D2) #7212 =y PO NKmfllic2> (D, D3), €L T
ARXAECTFAL VY OMIZ1D (D4) fF7ET 5. DI, D2 Z8IKi#%d D, D3 F x4 Y EMEEHL,
GPIb L DG EEFSEL LHICF6L. Y722y o N Kl (D', D3 KA 4 ) (2 FVII Of
A MHIIET 5.

FVII O#E41E VWE O 70 XR7F FOYIRIIZ X > THREICZR D, VWFIZSoH72=v bH/z0, %1%
TOFVII 2845 5. MEWNEMELO WPB IZ FVIIT b FAET 5 & v ) SIS E2 S, WPB I IC
FVII i VWF A LRETHAEL CW 2 RN L H 5. ZoMs, &R M%LtVWF%%L
T FVILIZ AT S, /MO ) VIR L et b S B ER 2 M# T 5. gk Lz~ v F~<—JE
WD 7 2=y ME O SSHAIZIE, D3 FAAL YD 4 D0 Cys FRAEVPEG L T2

CRAALVIZ62DIATEY, BHTIED L) EOEDHTDLHITHZ 5. %%’K;& DI
BEIREE R E-> TWh. 209 H C4 KA A VIZHTB O M/MI GPIIb/IIa & #5479 5 RGD BLHIAFAEL TV 5

C K121 Cys knot (CK & 5\ & CTCK) EWFEN D N AL Y DSFEFEL, %7lﬁyb#947~%ﬁm
FTHEED SSHEAICEHEETH S, CK FAL VX720 BEENEEN, 82D Cys I3 72=>y FAT4D
DSSHHEEIKIL TS, 32D CysiE, 72=y MNETSSHEZEKL, CHKiix 7 a R L7z THEK

TEECTEICORRBOLHIICAZS., ZO/AICL-oTH 7=y MEDPHEICAR D, MELEITICHY
MU VIERICL R g & o TV 5.

VWF (38 15% O IR Z 8O E S0y VX TH Y, 7 2=v ’H72) BEAON- 7Y Hh &
10ARD O-77) h v &> (M2). VWF OFESHIZ 900% D LSy 7 ) WL S NABMICEA TS, FFIZ0-7
VA FIEITTRTRIIC Y 7 VBRI 2 5D, invitro T, Y7 VEEZRIE L7 712 VWF Tl GPIb
&@%ﬁﬁﬁﬁéhélﬁﬁgﬂMFX4V@O7Uﬁ77517~@@%&@ﬁﬁ@m%mﬂbfw
LEzZ2oNAb. —F, NZUh 3 7=y beRIZbizoTHAM L, IEH%R VWEF DGR E 5w M5
LTw3

VWF DL=— 7 L LTN- 7Y 7 v OF 13%, 0-77Y 5 2 DK 1% ABO MLEELBESE A & T
W5, FESHOM NI AR T MBI L TB Y, MM RO VWE (45 PRI Sk O VWE & T
DT VEBEAEDK S0%MK L, MEAMESED H RMESHO A LA RS w, L7225-> T, AR BRIOKE
BHOMNINIMBE WAL TIT b Twb EEZONL. IS VX7 Hoh Tl %243 5% b Dld VWF L
ARPTIXFVIL & —#D a2 v 27 a7 a7 AIREENTW S, FVIIL OGRIAIZFERL D 5 A%, 15PN EZ
BENEZ>TETBY, MEMOMNIMDERT 2 LFEL R

DLERRTE72L 91T, VWF ZEMLEEZ 70T Th ), ThZhoiaHifE N 24 v »n
ToTWh., EHICMEESY 7 BL LTI TE L MEAGUE A LTB Y, M e iR & 4HR

LRI RSN X
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T5. VWFIIMHIZd e s7evVF~—L LTHEERL, $0I0hx20 kg z2bsesZ LTl
W7z, M/MRE OB ZED72 ) Uitk 280l L cwsd,. —R32E VWFO L) Z2EX
ZeRMEIR S TR IE L T AR n X ) I8 2 205, VWFIZEIZMFE 2 A0 L, Bhig CBEIEIS L 72k
BB R fo L= — 7 RIEEE Y VR HEF 2 5.

3-1-3. von Willebrand HFI(CBHET H1%E

Mo &EBY), VWF IS T EEREEEZ AT L7200, TOBRLHEEOMIIEREOBRES M5 s B2
O VWF L5 &

NNV A F ¥ — LR L 7290 VWF $itik % llva 724 >~ K4 v F enzyme-linked immuno-sorbent assay (ELISA)
T I NS, MR O VWF JURE% 100% (100 1U/dL) & L, MAED VWF JUiiE% % T

VWE HUE & O EER I 2055 K5t lE VWF:Ag TH 5%, FEHMEICOHE LT WRLET L0, AH A
FIA4 2 TRIOBFIIHHET, VWFHIEE LKL T LI L T4, 72, A EBRMIZIE IUGML 2
322 EnL 0wy, bAETIES  OZARAEREA %KLL THREL EHL TV LIRE2S, KA FI4
YTIRHMZ % THALTHILLET S,

(@ VWF i1k

1) VWEY A beF a7y 2z —ifitt (VWF:RCo)

PUAEWEO—MTH L) A MEF VA VWF IZ X D GPIb ARAF M/ IMIEE % B35 2 &5, VWF O
WHEED—D2 L LTVWF Y A M Fra7y 7 5 =P llE s D, ME0) 2 beF vz &G
PR T, <Y rEEfb S 7z IEw B b MLoEEZIIE ST 5 b DT, BED VWF OBE %Rl $
LT ETH L. oL TIRIVIMUEHEDOKES X OHHEoYE HIG L - HEMLIEDRER S Tv 5.

VWF QY EIEMEICIE T 7 — 7 VG BER FVILA AR L, VWF U R beF a7y 2y —iGkbst
DD WA FEZZ2S, DASE TR S L, WE AR B 2 32U AR CHEM A8 2 VWF 514
FVWEV A MEF a7 728 —iGEDOATHL. DD, KT K54V TIEVWEY A MEeFra7y
75— E VWFIEtE L Kil$T56 2L 94, B, VWFYRMEF a7y sy —iGHo RN 2K
81X VWF:RCo TH 5.

F 72, WALH ERRAICIZ UL 2T 5 2 E A% 0D, DAETIZZS  OZ R A% F£it T %
WL TV BRREPS, KA FFA4 Y TIIHENEZ % THRILTHIE LT 5.

BHEMAE P O VWEF i % 100% (100 TU/L) & L, BEHEIMLEE fh#R 2> © OFEHE A S Befk o VWF 16T % %
THT.

B EALIL M %2 I 2 R A, REEATE (A8 S K& W zo, VWF IHESIER IR (< 20%) FERIR,
VWE ®Y A bt F VxS 2 &AM T 5228 VWF 2 H0dEfl T, BRI Er R 222, 2
DI=ORCKTIE, BEEM/MIORD D IZEIZTHIEZ GPIba 77 7 2 v ba ML LA 7 08—F 4 7
VEHWT, VA MEF VHEFE T TVWE OfEA % &A% VWEGPIbR %, I/MIE VWD IZFEET A B O
mutation %38 A L 7@ = T-## 2 GPIb Z A L L, U A bt F Y IELEAEF T VWE DA % A 5 VWF:GPIbM
(RIEZW) 7 EOHB LS N2 Es— IR > Twd h 2

2) GPIb mutant % FIJH$ % VWF @ GPIb #4161 (VWF:GPIbM)

VWF:GPIbM {F, V) A b F Y IFAFAET TH VWFICKH AT 28R 2B L2 RHOLRGPIb 2 YA 7 u/¥—7 4
7 WVICEMIEL, Zhé VWF L oA Z2ALMEETH 5.

JHHE D VWF:RCo & iR LT, FEZALM/MIO VWE # G REDRE, H5HWIE VWF O A bt F V&
DB 2T A % VWFIHWESHETETH Y, HELLETH LS. ThE TOME T VWF:RCo 12
LT, BOBELRINEEZHOZ EARINTEY Z, SHOPENOEASYWHEINS.

@) A M F rEREMEM/MUEESE  (ristcetin-induced platelet agglutination: RIPA)

HAS IR 1k 027 25 5
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RIPA 1%, VWEF &% & Ak, VWF (2 X % GPIb AKAEME O M/ MEETEE 2 5l 3 2 A TH 5. BED IR
L 722 /MR 4ELC 0.5 ~ 1.5 mg/mL @Y A beF v 23N L, BEIM/IMLOSE DR % /MU ERT T
IS5 b DT, VWFIGMELIZRZ Y, BEOMMKICE TN IM/MI GPIb 5\ d VWF DWW hho R
AT AMAE L TH 5.

R HTIE, B 1.0 ~ 125 mg/mL BREDEED Y 2 M F VIRNT, M/MUBERERE SN SH, VWF
EHESEEIRT LT AEEE, XD IM/MREENER SN v, 72720 RIPA ORKEEIZIK L, VWF i
DOEEANT O Ar1E, MU/MIEEE O JE IXFRD b,

W2, 0.5~ 0.7mg/mL % E@HE THWLRELT (Low-dose RIPA) TI&, #@H M/ MMiEESIZER I %
W2S, VWF & GPIb & DF#EADITHEL T 5 —EO VWD T, IM/MREEIERINLDT, 1A MEF
¥ 1.2 mg/mL T® RIPA D EHE T N5 541E, Low-dose RIPA % RS A LEDH 5.

VWF (2 B3 2 o i/ MEEER AT & L Cld, SW3 0 Ish 2 88 L Tl MREEE DB S h 5 L % 5F
filig % &3 0 e ) ER MM /MKEES4E  (HSIPA: high shear-induced platelet aggregation) & & % %%, WF7EZE L N)v
DRAETH Y, —HWIFITbRL TV,

@ FVII 15k

WH, APTT % W72 8e [l — B X - THlE§ 4. EEmEd o FVIn G2 100% (100 1U/dL) & L,
ko FVIL it % % T

FVIIL X VWF OAFAE F TR 8 ~ 10 FEFEEETH 525, VWF OIELELE T Tl FVIIT O Pl id 2 I
BIDANEZ L JMET 2. TO72%0, FVI OMAFELIE VWEF HiRE L NVIZIEOMBEZ7R L, VWF ©
K F$%5 VWD TIX FVIIEE DK T35, LA L, VWF &, BXU VWF O FVIIAESREDEKT L 2w —#8
® VWD TUE FVII{EHEDIE TGO 5N ndb Db H 5.

FVIIL {4 O EIBR Y 72 W5 RE0 I FVIILC THh 578, FHEMEIZHIFE LR TWRLE T L5720, KAFAF
54 Y TIXZOMF IS, FVIIIEEE ERRT A2 34, T2, HALD EERMWIIE UL 2819
52NV, DAETIES  OZFMAREMN % LKL THRRZ EHL TV LRI L, KL FF74 0T
THALZ % TRILTHILET D
B VWE < V5~ —fithi

SDS 7 Ha—AF IV E W2 BRIKENCE ), VWFOIT VT —% 58 L, ~ VF <~ — S 2 @Nd 5. 7o
A%y 7ay MZXBHER—HIHTHY, SDS-T7Ha—AERKB L2 Ve batio— A HIZHES
LT, HUVWF Hifk & B kAR ZEH ST VWE R LV F <Y — 20 8L+ 5 (H4)% @EZnEho
VWF &, #120 ~24 KDV Fv =NV &, XDEGFHBONY FELTEDHELZ2WET"5% 5.
GTEROVEVESTEYVF =3 ER R I NG, BEWIS, F (K517 220 1 FHULZE
STEINVFI =L LCEHI L, F—7 v ofE oML g L T IV F~—2Koid, Bo1~<IVF~—
DRI, HEWVIFREFEHEOMFEIZIIR SN WBEDT VWE Y VF Y —OHFEXHET S, VWF I IVF~<—
fERTIZ, VWD D98 5348 R0 AR P L MR A P SR BER OB BN R S, — 32 itM A B CER iE T
HHLOD, BADLDETREBRIGR S LTwzw.
®F DA

LRSI VWEF OERETH 5 27— 7 VA EE (VWF.CB) R FVII A HEZR Lo EMRE R, VWF:pp
ORPWEDWHETH Y, VWD OFMBWIITHFHTH L. 7272L, INOEOMREITVITNOIIEE L N)ILOMK
ETHY, —HIIIITbRLTHRWn

VWFE:CB X, L= MNIa—F4 v F L7235 — IZBIRERML, 25 —47 VI2kE46 L7 VWF & 1E#5%
PUA TR $ % ELISA :C, #EHEMAE O VWF:CB % 100% (1001U/dL) & L, kD a5 —7 VAR %E %
THT.

LRI RSN X
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VWE . ¢ cC c=C
CEEERT YAVAVAN

10 : / C\N=NC=C\N=N/C%C=C\N=Z%C=C\N

8 cC Wt W @=¢ +
6 ! N\mn \N=N/ }'\/C=C\/C=C\ c=C

i é \N:N N=N 1'N ! N/ \N

B4 FHIMED VWF <L F~— & triplet % 2
WEHIMAED VWE < )V F < —fEHTClE 20 L DNV RHHEREND.
$72, HAEIORT I, BOFOILVFI=—6H T2y b ¥4 ~—) JTLICUWESNLEE, —F LD VWE X
EMOWMTH ENTR0%T I BUKKA 2SOV T Wb 720, BATD 6% 722y b XY EDG5TRIKREL LS.
W2, —FTFO VWF 3HmOERTHIENLIMVOT7 I VBEIRET L0, 6722y XYW EL5TRERINEL %
5. FNUAOGTIE, WL ERCTHE NS 2 W EEO20, ST RIE6 ¥4 ~—TCHR LIRS,
FUH T2y MDD ST ST RICENE L7200, SVF—NY FIZHROXL Ny FE, 20O ETFICHEWY
TNV FEMETHZECRD. SO3ZERDNY FEBHELTIY) 7Ly b (triplet) &5,

FVII# &R, TV — MII—7 1 ¥ 7 L72Pt VWF JufR ISR & L 72k o VWE 205, PNAESE O FVII
ZHRIHEL 22tk BEETHBZ FVID 2 S84, 7L— P EICKHELTWA VWFREE, 20O VWFEIZHEAL
TW5 FVII Q&% ZNZNOESIARTHRIEL, ZoEL2HNT 5.

VWF:pp & VWF:Ag & [dlkk, T VWF:pp Hufk% v 72 ELISA ¥ Tl S b, VWFE:pp 13, JK# VWF1 4
T 1 OOEAETHEE SN, VWF LIHZMEHICE NS, VWFDOZ Y75 v AL 3R R L —EDHE
CRRI 2 ~ 3 BER) THirh 2 523 5720, 1o VWEpp & VWF:Ag E DX, VWFDZ )75 v R
OWIERTTRIEE 72 %

3-2. von Willebrand i8S DFE A FE

VWF O FEIFAOFE NI LD, VWD IS S E WML, T2 ER AR O BEFERE AR 23
B D, 1994 4EERR MR R4 (International Society on Thromb Haemost: ISTH) 25321 L 72951434 »° Tl
VWEF 15t VWE JiiiE, <V F~v—iERE2 b &2, VWD Type 1, 2, 3D 3DODK& %L Hh 73T —IC
Mo s.

Type 1 (ZEMICIEH 7% VWF O GRO1) SIAMNE, Type 2 1& VWF OB B, Type 3 138 &R ZIE
THY, Typel BiD %<, Type3 IO TENTH .

Type 2 121X VWF O &R RDEE) b L, tEbawvwbord ), ZOEW (B BEOHNREICL-T,
2A, 2B, 2M, 2N D 4 D DOFHEMHPLEAET H. T HO VWD O, HPoREZ 24 5EEE LT, I/
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#3 T4V T4 VLTI (VWD) OFRHIG48E & AR 5

VWD J5 JI[IRNY S eN
VWD
1 2A 2B 2M 2N 3 (pseudo VWD)
Tk EHW VWEF O | E5T~<VF | BH VWE O IR RS FVII Of%4E | VWF O54 | B /MR
S X — D5 IR R GPIb Dk N RIH GP1b ® VWF
EF T GP1b ~OD#E BREIRT NDFEETLAE
ADAMTSI13 | AJTiH#IC L % LB E5T
[P N e g v 2N FT—D
JTitE < — DN HA
Hin (B LRI (B LRI (B LRI (B LRI (B LRI (B LRI (B LRI
B B B B B B S
PT 1EH EH EH EH EH EH EW
APTT B~ IEH ~ e IEH ~ e IEH ~ e B~ IR IEH ~ e
IR EH EH EH~ WA EH EH EH WAy
HH L FE EW~ER TR TR TR EW TR TR
VWEF: Ag* T~ WA T~ WA T~ WA T~ WA I~ RN T~ WA
VWE: RCo* T~ WAy WAy WAy EH~KT el WAy
VWF: RCo/Aglt™ | 1EH (>06) | KT (<06) | KT (<0.6) R ~ 1R 1E% (> 0.6) — KR (< 0.6)
FVIIL: C* I~ I~ I~ I~ WA < 10% IEH A~
RIPA EH~KT WA JuiE WA B RN JuiE
VWF: ®VFv— | IEF/Ny = FE~HaT 5T EH EH RN [V
INF— VIR (JEET) RNVFI—D | INVFIT—D RNFT—D
<] <] <]
[S— F— S— S—
— [ |l |l
| ] EEE B B
| ] EEEE [ [
— . 1 1
|| T — —— = | ——
] T ||  Sow— | | | |  r——
[rrm— [— | esstisess] ] [— [— ]
——— —— | s | | so—— — — ]
— Pre———— | e s | —— Er—— Er—— ——
— — e — — s
—— ] — — r— m——

*VWF : Ag, VWF:RCo, FVIII: C Ofild, 1EH : > 50%

, T 130 ~50%, A< 30%, KIN< 5%%HEZETS

K TIX VWERCo/VWF:Ag LD Cut off i 0.6 & L, TH LD b KREVEAEIL VWFRCo & VWF:Ag OFEREA R L, &
NEDSNZCEGERMENHLDDOLE LTRL TV A2, FEBRIZIE Cut off HIZ KA L > THRARDY, 05~07

OF i RN

WAENCEHE 235 D, VWF 258 E A LT VWF OFEE R E 2 X 729 1i/MEE VWD (VWF 121354 % 32
WV, FEIZIZ VWD IZIZEEns ) d 5.

R EHE 7 & DA R BRI DL EEN T2 B 2,

NSO REZ R O 720121k, VWF:CB, FVII
NS DOREIT—EHOWIEE T LAFETE 2.

% VWD OFFHl & BRAEDOFT R E 3187 T . VWD OFRRE, HHO#E R T2 R 7 &1 U. Shefield 7°
7 H 9 % database http://www.shef.ac.uk/vwi/ IZ5E L >,

3-2-1. Typel

Type 1 13 VWF "B IICRZT D54 7L E@HRSIN, TORKNEIERDKTF, £72132 077 Y ADJLHET
H5H. —HBIEEGOAREE (B B4R, BIERIZBEECTH L 2 LBE 00, KZlifld L wv
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LEZLNS.

ZDF AT TEEARIC VWE © IV F < —HRIZIE R T VWE i, VWE PUREIZTFEIE T L Tw 5720,
VWE {fPE /VWF JUR=IZF 1 (>06) &%), FVIIIERES BT 5. VWEF R VF I —RIFCld~ VI~ —
BRI RE 2ROV, TRXRTORKEEDYNF I —=EEIWPT 5720, SRS F5EL R 5.

BEOLL 0% DBEZIDI A TEEZSNDS ), IEMEARBETIZ R, 4o VWF 13 ABO I
RNZ X > THEASN, O BEKRDF VWF P E Mo il 8 ol A2 25% K . Lza%> TIE
e 2 B WH I RRIREIR, RIKEEE VWF & O—H % LoV T, HEEEIBETILEND 5.

3-2-2. Type2
@ Type 2A

Type 2A 1 VWD D 10 ~20% % %, Type 2 D Tiicd L\, WA 20 W et fRuat: (%) #zpX%
LD, BHTRVFI—OREESE, H5H\0IE ADAMTSIZIZX 2BF 20@eIlckl), BoT~<vF~<—
DRIBEZRT. VWFIZINLVFI—H A4 IHRKREVIEE, X DL L DIMVIMIEGPIb IS T A I ENTEXB720,
BT VF < — ORI A LM C DO %255, Type 2A TlE, VWE IGHEAME T3 %25, VWF P&
X VWF {EE X D DK T ORED 720, VWF I /VWF JUR &1L 0.6 LT & & 5. FVI G I IE R ~
JEILT IS T 5.

@ Type 2B

Type 2B & VWD Oy 5% % 6D, — MW H G ARBvE (M) EIZ%27R 9. VWF @ GP1b I35 % B
WATCEL, "o~V F <=2 ENZ /MUK G5 5729, RIPA 2570H# 9 % (low-dose RIPA THEHEDE
HEND)., VWEF OMARIEE DTNV F =0 LDiEL, SHICET VIS FTId ADAMTSI3 25& D
< 2 e, VWF IV F < — T TIRIHBEMEICE S F VT3 =253 5. F 72 FR /oA
S 2 ENL L, ZOBMME LTI/IMEA VWF ICRHAL7Z2EE 2T IV ASND 0 LEHPENTWS
A, EREREERIAETH S, LA LS, VWF ORREITHE & U T i/ GRS BE%  (TTP) @
£ RiliIERE BT 52 L.

VWF {EPEIEBE L TR § 425, VWF SR & IZIEF ~ BB T IS E D, VWF I /VWF $iE# 13 0.6 LA
TE%sd, FVILIHHEIER ~BEKTICE T 5.

3 Type 2M

Type 2M (“M” & “multimer” ICHK T 5) 1Z Al FA A Y OVAHEEOREIZL Y, M/IMLGPIb ~NOFE A
BETFLTWE YA 7T, vIVF—RRICEREITRED SN, — I ekt () St RT.
VWF i1k, RIPA XT3 %45, VWF PRI IER ~BER TS E 5720, VWF I /VWF HUi 13 0.6
T &A%, FVILIEEIZIER ~BERKTICH T 5.

A3 FAAL VORFIZED, VWFOIT—F U ~OREEPRTT55 47, IV F < — I8 %2R0
W S, BEFETIE Type 2M VWD IZGH SN T WD, ZoO¥AIE, MM GPIb ~Of#EGREIZIKT L
R\ 7e®, VWFIEYE, RIPAIZIER L 20, FVILEED IEW~BERTICE T 5. VWFCB XK T T %25
VWF:CB Ol EEDE#EAL SN T W\, BUKRTIZEMEASEE L.

@ Type 2N

Type 2N (& VWF @ FVIIL # &M TH 5 D-D3 KA A VIZREDSH V), FVIIPHEATE vz, HEES
N7z FVIT DML B 238 < 72 O, EVIILEEAYE T3 5 772 /MK GPIb ~NOFE G IS IRHE 2 D iz o,
VWEF $UE &, VWE IEPEIGIER ~ B IS E D, VWFIEY /VWF Jui=D > 0.6 £ % 5. RIPA IZIEH %
RL, VWE T IVF < — T CH BRI D SNHR Wiz, VWD IZEWET - 1L 74 & o WIfilER i
FEDOENL . LA LGS, FVILIEEA 1 ~40% KT LTEBY ¥, AR A LR T L, B I
L ERBRET S,
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INE CHERSINEM T, —HWICEEERITEREEREE (5 B8R (Type 2N REBIZTF O
REHEAERD, Typel LOANTOEAEK) THAH.

WX FVIT X3 % 45 A5 K T % binding assay 12 & > TREHH T A MDA H 505, TDOT v A4 HB—fEI2E
BLLTWRnZ s, BEMICIE2% ) OBED, AWK, H25WIEMRRREE LT, EMHECZHIN
TOWHEWITREEDH D, Ld T, MR A, JFICEEF OB, XEtE (fEk) HHEEEERTHE
LTWR Il EBbALIENIDLLE, RIEFEOFMZEIEZ K2 L Tldk bR

R BBEII0 LT FVIT BB 2 8 5. U883, MR E 135820, FVIIL O30 23964 12 554 LIk
MRDRATIREG T A AHS, VWF GA ik lA 2 55 U722 561%, FVIL G %2 ERE R S ICHER T2 2 L3 T& 5.
3-2-3. Type3

Type 3 I3 RiBrE (S BERR (WHA S VWD OREBET 2202 R Hah 2138 e
AT UEARER) THHETIZ VWF JUEIZEARMICHRIE SN 2w, BOTENRT, 100 TAIZ05 ~4 ADEH
BeHiweshs.

FEIR D MRS EET, FVILIEHEOET L F L vz, MAMICHE SIS X9 2B, #Ek i %
BHE R 29778, BRSO I IERICE E 2610 H 5. — IS Type 3 FARICBU B AT 1A A A (i
B L) F—MEERTH 5.

5~ 10%® Type 3 |& VWF & A I BA ORI X ) VWF IS5 A FAHE (f ey —) 2385
4y —=FAEFTE, PEOEIEICEIVTF 74 7% —ERZERT LA D 5720, 1LMMSIEI
SNBWVIEDNY D, HEIEREESTEELH S, LzA - T Type 3 I2BWTIE, VWF &4 i 55012 X
DT, WA Y e €S —OfifE, MO ERRS F v 7352 ENNETHL
3-2-4. (@M/)\iRE! VWD : pseudo VWD)

VWF [ZIZEFE DRz, BEEIZIE VWD OFiBEIZIEA S 2 \0AS, VWD IR Z /R 37202852
HEAVLELT L. /MO GPIba 8500 VWF (2053 2 BAIMEDITHE L T 5 /MBS EIETH 1, Type
2B &R, IM/MRICE ST~V F < —2SBEICHEAT 4. 2072, RIPAIZITHEL, M/MREEIZ X - Tl
ISR T HHEEDH L. BT VWE R VF < —I3mA L, VWE G L TR T3 %725, VWE JUi &
IEE ~BETICEE ), VWE I /VWF JUEEIZ 0.6 UF & 2%, FVILIEMEIZIER ~ BT ICHE 5.
M/MEEL VWD O IEFEZ 2D 7290121%, GPlba DEIRFEAROFEHSLE L 2 50, AN eEwi ke L
T, EEHLEBHOM/ME, MiELZESLTRIPA ZWET S, H5VIIAV/MIND VWF OffE % 70—
A MA M) —THERT S, REOKEND .

3-3. von Willebrand f& DEEIR

VWD O EFERITE T - WO BIIER TH %25, ZHITMZ T—EORER CTIZHLE % & oA RIE K %
RLALEVH 5.

3-3-1. HIfELR

VWD T FICIM/ MR A REASREE S5 2 &I X Y (—kikimEs), S - S8 - i - COpEp it -
FUR AP - AL L - MR 722 & OB ZANBL - B2 I 2 de e L, IR TR, AMEZR ok
Wtz &R0 o5, MIMGERORREIZRANIC L > TRESEZLY, Type 1 IZEL TRV, Type3 BL O
Type 2 (512 Type 2A) ZEFEDOHIMZ X 72 L3 "2 Type 3 & Type 2N (X FVII iHTEDIR T A% L\ 720,
MK A & BT % BETP I e AP L % F69E S % 2 A%, DA VWD IZB W Tk, Zh s o
FENTH L. Witk #W% Ak GRS ML) R - 58k S5 i, FAH A
ROLND. —RAIIZH DR A S IIIEIRDSFED SN D H, BEDEIXERIIR > TH OHIMERL T, 4
We Ik N2 X 72 LTS A e b4 n 2

LRI RSN X
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3-3-2. MEERFR

VWF (IS H 4 2 305 25 b 5 5 * 7260, VWD (I M4 B < A B4 O FSE S A <, L
EUIXTHALAE, JTUR, BISZBR, BERE 72 E123849 % 777, VWD 12 BT B IMAE B O A P X, Type 1:0%,
Type 2 : 2%, Type3 :4.5% &EMEENT VD *. Type 2 D TIE VWF DEH T NVF I —DRZ%E X12F
Type 2A & Type 2B 3%\ ¥,

ML I B 2 M R, EFIEERS EATERICRAET 525 Bt HBiciAoon ™, #HHo
WML T 2L H D VWD BEICBT 2HLE L, & 23 2ERAHTH %25 K 1/3 HAE
B L s Twg Y

AL 12 BT 5 ME RIZR OB W@ T OWNBEER © 7+ 4 7 2IVINBLEE, CT R M5 &2 v TfT
I, WERAWELLEE DS, BMICESRVIER LS 2,

4. von Willebrand & D2

— VWD OZWIZOWTHOER —

< T I JER o B IR A SO L 72 i 2 B M 46 R0 IR LA 7 — )V (beeding assessment tool: BAT) & I3 B D X
J)—= VT ICEHTH 5.

- IMEEIR O % BIREIC § 2 LD D 2 B4R, il bt 2 3 2 LB O A 42 KW 2 54,
ZOH Wik R E U CHIMEHE Y — V252 & 2R T 5. (IB)

- BT AR - B2 (R, SRBE, CIPEPI I, B AR, WLE MR L) oEREAL, W
FER DRIENE % 783 5 Y54, von Willebrand 7 (VWD) Z & O IMEREZZE X 5 RXETH 5.

s SHIMERICBIT A ILMA 7 ) — = i e LT, &mEkE, 7u o v e il (PT), EMALERS &
0y RTIAF Y (APTT), 74 7V )7 Y &fid 5.

* VWD OFZWriZi%, von Willebrand K-F-Hilil (VWF Hiilis), VWF VA MtF > a7 77 & —ifE (VWF ik
), vl N (FVITGYE) OlED»LETH 5.

* VWF LX)V (VWF 6 5 721 VWF Julitit) 25 30% K o%s&% VWD & BHid 5.

- [k IEN 2 AT AREICH L TH, VWD o720 ok iR % 5o 5.

* VWF G 1S L O VWF U RIS HE TOEH PR E L, ik (0%)) #EH, A ML A, %, ik
ZREDSFIELRERICIDESIHINT 5. —F, SRS HEG#S 2 E13IE VWD BHIZEAH6N5.
L7255 C VWD O, VWF it $ 7213 VWF S &R E 2 &K 2 ~ 3 I ER L TITHIRETH 5.
- Type 2 DIRMFZRIICIZ ) X b F » ERMEM/AMIEESE (ristcetin-induced platelet agglutination: RIPA) A%
VWF % VI~ — @SB TH 5. 7275, VWF X IVF~— B, —HOZHMmERECEBTRETD
5500, 2021 4 2 ABEDDETIEIABRIEE S L Tn i,

- IR 22 MBI &2 #8 5, VWF LXVAT30 ~ 50% KT LTV 525, VWF OBMREIE% <, BE TR
WX BHEEZHDHAELN TR WEAIX, VWD Tld%{, VWF OIKFIZ X A MY R 7 % FD “Ik VWF
MAE" & LCTHH 2L & L, LES CCHILFR; - k%2479 2 & 2383 5. (1B)

VWD DO W23 8 2 MIEROF & &, A RO B X CFKBENBZRESELTH Y, HILE,
KIEHE, B LMWK & 2 % 55 O 2 & ORI & £ RE MR X - TfF) W5

4-1. HIMPEE - FKIEEOEEE
VWD O FEZ MMAEIRTH 2 KT - KB, @EETd LI UITRERT 2 MMERTH ), MARHICH
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F % BETNIIR, SERPESE XI R F-RZAEIC BT 2 N0 & 5 258 2 LAz w. L7zds- T,
FEIZ Type | 7 EHIMIERDEEEE 272 VWD &R H & 2R THEB T 501, LI LEWNERS G075 5. £72,
Type 2, Type 3 (HAH VI AR E) LI1ZER D, VWF JUEER VWFRC OfHIZEFE L ER ) EI LA
MBHY, VWF DHEETERND - TH HIMAEIKRIZZ L incomplete penetrance (AN5E &R EE) R, U
VWEF 51T & IBMAER I IEE A2 5 variable expressivity (RBIEEDER) S FFET 5.

D70 TIE, A IO BRI LB IE 2 SOt U 72 IR B o RS IS 3 2 N ENES, €0
B2 S Mo ERERE 2 2 2 7L L CEHilid 2 Hyo MIEFHl > — Ve s i, iR Eo 27 ) —=
YT ELTHRTIEHIN TV S,

BMEIEWREICL T, SEFSFLRBFERHNEL Lo T D25, FEARMIZIE Rk oo fiE R B L
TS BREMC > TBY, HMELDH LI, BMOLOORD AT v 7L LCIhIMERRAZ i3 XX
(VWD A2 &L) BEAZAZ ) -V 7 3$AH5ZENTRETH A, Il 21F, National Heart, Lung, and Blood
Institutes DMER L7274 K54 > ", Fitd &) R EMENIGERINTWAS,

< HR72I21E, VWD F23 MR & 9 MR EE AT 5 iAW FE H P

c BRI EETHOI PR G EOIMETOMILAT 15 5L R L2 2 &, F ki - FERImAT 1 5
M L7z iddh T35 ?

- B 72034 TREIND X O RARHLE R, BIEE I ET A EE LM ERBRL-ZE1EH D
FIh?

cHRTFGSETHERDI R, FEHo THEMARIME CTOR FMED L7z LiddHh T35 7
cHBR7FESETHEAIRMD L IZEEEZ LT, 109U ERRT2FROZVWEHMAH ) 357

s B 7IS E TR ERICEBIE L 2T 2 HE LA NN ZRR L -2 L idd ) 907

c %75 E TIERHENICHHTE 2V AR LE RO L) 2ibMzE L2 Lidd ) 35 ?

s H73S T CEYEERWMINELELTAAMERI LA ER’RDY) TT0?

ISR LT, ShEh o CEEREMBmMEZ XL ERH) TN

NS I DFERIZ BV Cid, ANETRAMERLBULIYALE, & 5\ vidH R EoBioRERA KD 7% <,
FER e & DTS F EF R MIMERAIEIN S 205 5 2 LR, FAEHMOREIL 1 [T RIS LT wv
25, B I OREIIEEF T L REBICEDV I W L A LICHRET 2 LENH B .

F 7z, BEECL 7245 MIAEAR S © 58 7 7 il &) &2 W 2 7:0121%, BH - RIEO FBUIIED Il
Tl %L, —EORKENLETHY), HIMOBRERE L & DITHED TEX L2 ERICEHGT 5 2 & BS%EIC
7%, #2412 1ISTH 252010 4EICAERE L 72 ISTH-BATY IR E T B [ B I & KW 5 AR IEH# | 2oR§

KIEE O, IMMEREET 25008 —BEFEOMBKRTIA, b LIEZHET2 AU EFET 6%
WE (M) BB/ ET 5. M2 TIEHIERICE T 2 REBEOEN DS +/3014T) RETH 5.

CQ1. MY — ) (BAT) ZED X9 LEITHEIGTREN ?

HMAER O A % BAFE IS § 2 MDD 2 540, w2z Ik MM A % 3 2 LB G2 HE§ 2854, 201
Widf R e LC BAT 23 5. (HE3RE L, T¥FY AL ANV B)

2005 4, Rodeghiero 51, Type 1 &% & D% L2 B E LT, VWD DS FFEEED B W [ Vicenza
Bleeding Questionnaire | Z %83, DAMfEd S a2 L EMEER, @2 HRERL/NEHICHEL 728 £ &% 7% BAT 28
SHEAFE SN TE I,

Zh 5 BAT 13, VWD 7217 Tid7e <, M/IMIBRRE R EAE, & 2 \WIZFREY 2 IMEIR IS Z L SRR KR ZHE 7 &,
fifi 2 OBIZERIMEREDOA 7 ) == 7L, RROBESLEEEOHEZ ELMHENE LTWwa5.

LRI RSN X
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< 4 ISTH/SSC Bleeding Assessment Tool
AR (B 7 e IR O 35 i Ak e

S BEMPUBEORIBINT, BEDN (HEAEESPHSEN~NOFE - FL &%) BadbX)
BYARI TR CAELRBIMERE T 5.
— R, 10 0 LWNICIRI S 5 b o, ESEPTOME, FEHEICEET SO, EA
BIEYCHItET 2D, HDLVIIMOKEHN (Ro1ZHEBRLEZERARY) BdHLL01%, A
B IBIMEIR & 1A% S,

Bz T H I TS MUE (> 1cm) R DH DA, BE - FRAPWREICITRZ 5 KM, 245
T B FIMIEADS A U2 aid, A IGEIRE T 5.

/IS 7 B30 A A (HIV)RFA 7, $REICXD) REOYWEID SHIENFEEIE O AT 22 Hill %
L72%A1E, AERHMMERE 5 4.
10 3 DI O AIEBHL, & 5 Wikl N CTh @A NUELRTM FAFH%Z &) O H»
SoWIME, AEZ2BIMGEREIZAL SR,

1% A R O 10 3l EH 3 3056, BEGE»OBILT 23561, AEBIEIRE T 5.

WO RBHIC L B ML, R X 2B NEZLEL L2GE,
UL ERERT 2GR B LT 5. (Hdkk o i3 s )

PV, BUREEE, o5 o miid, 10 2L EFk S 256 R HOMKRZ k36
ZAHBRINMAEIRE 5.

& BV 10

Mo, BEAE, M

FEDINEDAENFHI T & 2 WIHALE LI, AR HIIERE § 5.

MBR

FHEDWIREIREDAAIENFHI T E 2 VAR (R, WYY 7 BOR) Ok, HE
e MfER E 2.

PR A SR INR, B2 ICBARB 2 LB LT LA, WIS 5 o
Frftlc & D MERBESENL AL, AEZHBIERE 3 5.

HVEIALIE 1 Hh i

AR AT\ FRRE S A LT B IS & o TREEPIENNZ 2 5720, BIIORLE AT
YA, TNTHERBIMERE § 5.

A F I

KGO AWM, AP RE, EHRAGii % O HEERGISEEN S 2563, A
BERBMERE T4, F7F 0% 2 B BRI 2 WEDH A4, AR 7 H
U RICEEYA, ZRETOHRT I em DL EOBIMMA D - 72354 D A 5 2 WIEIR & 3
. INFTICHEEDAREICL 5505 % Pictorial blood loss assessment chart (PBAC) %
WCEHI L T 2 554, PBAC score 2% 100 LL 356 % Bleeding Score D 1 &5 5.

T L

h\

gL, & 5\ I3EFEDY 6 M DL EFRES 25813, AERBIERE §5. ZRITO
WK O M T & EREDS R V- RO EHWT§ 2355, M5 20BIaER‘LE R,
FTRIRY R 2 L LIS B DD B4, EATEO RN KT A,
TARTHERMMAERE 5.

55 P PAT R I - TS PAY ¢

BAEIN - FIAN O HARIME, §XTHERBMERE 3 5.

FRACARER o DU - REANADDE LT - ML, M E 7 Bleeding Score D 3 - 4 £ F 5.
Z O I gER HME R 2S5 RN I L 72356 1%, Bleeding Score 1Z 1 H AW IEF NI &35, BH -

K 5 RO M IMFER DA FE SNEIE, BEDICHET 2 LEDND 5.
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VWD DAZ Y == 7y —Le LT420RBE T 2 E RSN, WILA 372 VWF LAOVISRIEFIL, AT
b/NETH Type 3, Type 2, Type 1 DNHICHINA I 7 A EWEHINZ/RT 2 &, WA I 7 DEW AR QOL 23w 2
EATREIN TV S,

ISTH-BAT * 132 ® [Vicenza Bleeding Questionnaire | Z SR L7z DT, R & HIWi§ 2 mAKLEE (Fq), B
W% W 5 720 O RAE, BICHMMA 7P oMkIhTns.

(https://cdn.ymaws.com/www.isth.org/resource/resmgr/ssc/isth-ssc_bleeding_assessment.pdf)

SIS BAT (P B o iR O EAERE 2 K L, JEHmMERE L o@NICH A Th L Wi H 2 . —
77 BAT BIEE 3613, VWD (H 2 Wi IR E) 1 3FE L 2 WIS H W E ShTwb

LA L7%A5, BAT E&MIMIERORERE, HEEORMICLoTAIT ) ¥ 7530 THL720, Mtk
BHEAD > T, FEMIPMETIUTA T 7T IHMEL 22 @ MADH 5 . FFCEEoAIE, B Aok X -
THOTHMEMAHHT 2554, ZNIECHESTBATO A7 d AT 5. #6012, WEITK X 2 HIiERAS
HELGEE, TNCEoTRIATHEF LT E LR, SAEO MMM Z B L 2 WiTREED H 5.

L72%35C, BAT L 5T VWD (% 2V MIMAERE) OFBMEBWH 5 L3 TS Y, SHROMIMERT
WHHEEL WE END 2

DEXOARTA FT74 T3, MIEROHMEZ PSS 2 LE1D 29545%, dblll 2 LLERREZ 3 2 L8
DHEE AW 256, COHWMEL LTBAT 2fHT5Z L 2T 2.

%3, BAT OFEHERRE, BIOMIMA I 7EEZ $TRTEH LR TH, FFE MM & BT 2 REEE (£4) %
Moz ETHMBZZAT) 283, HMEREOBMICAERLEEZEZONS.

4-2. WD D DEFREE

VWD % 5tb+ %8 5 MIERRP R IEBE AR SN2, kA7) —=v 7k e LT, amkk 7
ooy sk (PT), IEMHALE S b e v R T AF VR (APTT), 74 70 27X v #llEs 5. &k,
PT, 7477 UDIEHT, APTTIZIEENR SN DA, VWD 259, EmEREA X, HBimicik-o
CBRRZICE D NERMEEMASRD S 720, Type 2B TIIMLIMURDAFED SN B BEDH 5.

INBDIRIMA Z ) — = ZHRADANS, BRI OER D AREOREHMTH D, 10 ~ 15 5L EOFHRIE
EZ2Bo02600 5. IR M Duke SEMEH SN T2 25, HIMEICHELSH D, Template Ivy 5D
%\ T Simplate HEAER SN L. LA LALBS IS0 EITERZ B, SRlo5E, Bk EoMED
HH70, RETEERLTOAHERIIBESNRTWS. X SICARBIIRENITE OFMEIKE LS, ]’
FEBICIXFLEFPHINTDH 5 Z DL WV0, ZOBIEOHRIIZIFICEENLETH L. 00, EEOH
ARS4 27T, BMEERZRAZ ) == ZBREE LTHERINRTEL Y, ATA K54 0 THUED R
7)) ==V TRBICIZED TV,

F 72, APTT OIEHIHEMEMEIE, AEB LI OWERIFIC LV KERIELSD S L, FVILIGETEAT30 ~ 40% LTI
BETFLTOWARWEAICRERELAWZ ELH D, Lzd> T, APTT EMEHPFANTH > TH VWD & Byhd
BHTLEIEFITELRVWILICHABLTBALEDNDS.

LIl A 7 ) — =¥ ZHAET VWD 23 5Eb 2856, &2 \WIZHILRERE, APTT 2S3L#ERPHN T WL (2
WAEEE, B2 N o) MIERDSS 2 B0, VWF PUEE, VWF i, FVIIL i % % L VWD OFfEE 2 W -
BN 21T . B, BIE F 723 REE» S VWD 2558 SEb N 2580, A2 5 NS OMAIEA b
EOETCETLEEZEETS.

4-3. HEED

HWIMIEIRDSAH D, VWF IGEMER VWF JUR =D 30% KT OY4, VWD LT 4. 72720, AELHIE
K23 Y VWF IHPER VWF JURE D30 ~ 50% D55, VWD ZHET 5 2 LI TE %W, 72 Type2 Tld,
JRALEB X OYERNC L ) VWF IEER VWF JUEED 50% L EDZ & 4 H 5.

LRI RSN X
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#5 VWFHOZB)ZR

= W

W%

BIEFEROY AT

i35 24

ORNFIEORMIZH LT VWF LRIVIEH 25% ke s, ZoHif e LT VWF 3 TOREN
RPHEEMFCAEH ESND VWF 3722y b FORESI M BMESE PR S EE L TnWbH I k&
B H D EZZBNT VA,

N BALMEFIERARCH L THEZRT EO—HEDH 5.

AF: i PERMIE VWE LX)V oMINZEED 25, Ao » HEICIZIEFR#HANZ RT EEbNTn5.
L7eh35 T, HERMCllE Sz VWF I Ak 6 - AEDBEICTHRHEST <& TH 5.

ViR IR DM VWE L ~SOVIZIEIEIRE O 3-5 50 R %2R T

7 11 A4 IAMTY YO VWE EAERICE D, VWF LNV R ZRT.

TEH) HAERE A S R O TEBN I VWF L)L O 2EA D EEE 2 8% 5 .

A MLV A ANV AIZE Y VWE LARVASHENNT 5.

PRI T4

RHE, FESE e & VWF 32 VERE % 782 (acute reactant protein) Td 5 72®, % { ORFEVESRE, BYEES, 1M

B TIRIMNSE VWE L)V IZBEh4 5.

R EHEIIBWT, M VWF LAV 50 ~200% 2 /R"T P 2o TEY, EIC4B0WEED 5 L, flixg

DERIZE LB 2 (F5).

L7255 T, VWD ZWicBWTix, ZOWHEEHTHA VWF HEE T 721

VWF {EHHIEZ 1 MDA TIE R, &2 ~3 M35 L THRT T REXTH 5.

CQ2. VWF L' N)L (VWF i1 % 7212 VWF $itJ5i i) A%30~50% D3E R HBRO YA, L1 Bh S 1k LA AL E A ?

B 722 B IMAE ) 2 55 5, VWE LNJL 30 ~ 50% 1K T LCTWwW 575, VWE OB RBEE 137 {, BEiEFHTIC X BT
EBMAE LN TV RWVEAIEX, VWD TR <, VWF OKCTIZ X 2 HIMY) A 27 25> “{X VWF IfilfE " & LT
ZLEl, MBI UTCHIMER - kiEEE T . HERE 1, ¥ 7Y ALV B)

VWE L RV IEHEZICBWTHMEAZEREE IR E <, MM O M ¢l VWF 5B X O VWF HUE =% 25%
BWEIICH S . D7D, VWF LAVHBRERT L7EHE &, <V F v — SN IEH TH 5 Type 1 1213+ —/3—
Sy ThRBOOND .

—7, Quiroga 51, FRMITHEEEMAEIR % 7830 % 280 FEFNCEB VT, #9 1/3 13 VWF J4 & M/IMRESBE S H5E D
KA EREMEEA LTS, KEBOBEZEIZILMBRRERE Z RS b2 @B LTwS P ZoWE T,
VWE (/MBS BERLHATERE L ) D BEZITHETE 5720, HWIMAEIRA S ), VWE LRIV 30 ~ 50% % /89 4
W21, BAERICER> T VWD EBISNTLE ) & ELREI N TV 5.

INSDZ DS, VWF ZW D720 VWF G £ 7213 VWE HUE = OBEIZMT %I T REP P ICOVWTE T EE
FZEA e ST —RIIC VWE L XU AS 30% Rl O35 A3 M IMEEIR & A 2R L, VWF BIETOLERL b
BHEPEDSR S DD, VWF L NJL 30 ~ 50% DB A IE Vi BEMEATE W 2 ShTwns 0 72721,
VWE L NJL 30 ~ 50% DGETSH, —ifICIZEED MIMAEIRZ 20 2IEFAH D, Z OB & U CREE 2 iR
BRI T R MR R T OS2 R T 2 MG > b H 5.

ZZT, REREEF A4 FFA4 2 TIE, W BIAERAS ), VWF LNJL7530 ~ 50% T AHE % “Low
VWE levels” (i VWF Iiifie) & L, 30% Kz VWD & LTRFILTWA.

B VWF IAE X, F 7252 OIRERBIZEOMALART5TH ), SHRBERTEN AL SN TR, Ll
B, K VWF RIS BT, VWE OEIETERD D 25611 40% ' T, ZhPIAHC Syntaxin Binding Protein 5
(STXBP5), stabilin-5 (STAB5), ABO, ubiquitin-fold modifier 1 (UFM1) 7 & O fn 7D SNP & [ dH % * &

HA LA 1 127 435
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ERHE SN TWS. F72, MR Z S0 LTV BIERA 10%IRERD SNDE D DD, hodERE R iED
GPFOAEIEIC X 5 TISTH @ BAT DA 2 7 IZIEED 2\ ' Z &R, Type 1 & 5 WK VWE IfE & ZH S hTwT b,
VWE L NOU SIS X o THEAE 1.9% R BN 5 72012, VWE LNV ASREEICIERAL T 25Ef b H5 2 & ) /h
B O Rk AT IS BT, R VWE ME QA EIC & o THIMEICIZED v C 3, T CIREEEZLEE T 58
% H#%, EBBIMORIEN S\ T 2L, DDAVP OSHEIZRIFCHH I LY, ZRELHMEINTVE,

UEXODARTAL FTA4 2BV TEH, WL IBIERZ RS, VWF LX)V 30 ~ 50% T L TWwWb %5, VWE O
PHEE IR, BEFRINCE2ESHAE SN TRV EIE, VWD Tld7Z% <, VWF OETIC X 5 HImY
A7 %O K VWFE IIE” & LCilk) & & L, SEIS U THIMPR - ILMAEREEZ T) 2 & Z2ifEdEs 5.

VWD OJFREIFZ WX, VWF JU &, VWF IGEHOMAOFEER, VWF i1 /VWF Juii s, RIPA, & 5\
NV F TR RIC L 5T, Typel, 2, 38T TV —, BIU Type 2 DLIRAGFHIHETH 5. £3
WCRIHRENC B ABAERRE, BSICHRMEBHOZODTVT) ZL%RT. LELENS, VWF T LVF<—
FENTIZ D DSETIEPRBRIGER S LT v, E 512, Type 2A R° Type 2N Z#ZWid 572000 37 — 7 Y HiBHER
FVII A5 A HEIE, —HOMEEETEBTE2LE5DH 50, MEHEIEEALINTE ST, FFMi2sH L v
IO ORI X 2B G8IE, —EBIEMTIER VWA, SEPHNEREN L H 5720, —D20H
RLLTEZARETDH .

4-4. B FER

VWD (3% VWF HiliiE, VWFIHHOERIZL ) B3N 525, IhitEReA TlaZ s X OB
BRIEBINAFAET B, SO X ) BIERITIE, BIZTZMHCEELRERELONLFENH L. LarL, VWFiEfz
THAERZEZ LR, FEFWITHAEOE BER T (pseudogene ; T7 Y ¥ 22 205 34 I2HHM) A4 22 Fgufa
IHAET BT &, XD SNP 7 EHSEARTFIRNT A RO Z WEEIC LT 5.

WG TNT T L Cld VWF B 5T 2 @ISR S ¥ % 79 4 ~— %% & LT PCR THIEE, > 7—
= VAR HEDPR L LV, WETIRRI Y =7 2o —F Wi b fibhTnws. —J, &
IR E gt hiEE (1) #Efns g s h s, VWE JURED WG IE OB & 13 E E T O RERLTHEAD
THEE S Z R L, MLPA i (Multiplex Ligation-dependent Probe Amplification ; 4% 72 @ @ {n T #HI I S $ 5 X
NCEFIEN 2T —T DN TYF A4 ¥ - 3 & PCREDOHAGDE) 2 MW KBBLEE TR oM
PATLTIT) .

VWF #{571213% < O SNP 2FE S 528, itk & oM Lo s hooH 5. 3 —1 v 8T
FENLLEZ SN TV Arg2185GIn & His817GIn (27 7 V) AR KEANICITEHEICALNS Z L2b o
T\2%. Johnsen 513 4468 %D 7 7 1) /1 FHKE A D Exome sequencing 12 X 2T T LL2 D% F0 726 DD
SNP 233, L C VWF & FVIII LNV T ICEE L TwWA 2 Edbh oz ® GBIy -2y v
il & ) VWE LAV 2 AT 2 RS EE S AuE, Wi - ik 2 7 oFHii2s S SIS ®EIC R 5 & WF
b,

B, VWF OBIZTFITE, BAEDDETIHRBRIGRE N Tnewn
4-4-1. Typel IZH T B EEFEE

INETType | THEHEBMEINLBEICIZTIL =27 MVER, F U2y AR, WKL E Type 3
WD RONDBIETERNIBLEIN TV DA, ARMBFCILw Qe kBit: (8% SEE2RTZ L%
V. Type | TIIXERZ OV 7T2=y MIMMIRDEERINT, B2 CHBNTHILINTLE S 720,
ERHF Ty POABVRSWEN, IVFI—HRIZIEFE LD EZL0N5 (M6A).

—MZT T = VIEVWF D A3 R XA UBFELZBREEEMEZEEZEZONT VLD, HEFEAI FAL VD

LRI RSN X
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fAFE- (ISTH-BAT) - BIAFT R —— EELL
A )—ZUTBRE BE
M (/M RrE) -PT-APTT- 247U /5> FE

(HMIERABAFET, VWDA DN B IHE (T,
HEVWDREEZSHE TEBELTHELLY)

1

APTTEHOIER (111OXEREAHARTHESIND)
HBINE TRTEERL

|

HMEVWDRZE .
FVILCOAMET 1 \WHiEE (VWFAg) RRELL
1 VWFEH (VWF:Rco)
FEVINIEFEFEFVIILC)
mRHAE thEBORE
Type 2N VWD
DRI : =~
FV”VVWFAg{&—F VWFRCO<3O A) VWF:Rco 30~50%
TP or VWF:Ag<30% Low VWF
FVIIE & 8E i
(FVIIIE 285 VWD R
BEHROE R
EHELTLSIES. /l\
Type 2N VWD%5E5)

VWFiRE #MEBREUT VWF:Rco/VWF:Ag>0.6% VWEF: Rco/VWF Ag<0.6%
Type 3 Type 1 Type 2
RIPALE® RIPATT
/\;mummer ﬁ / 1
25— UREEEE™ VWFAQEER

(FENIZVWF:Reo/ VWF:AQIE & HMW multimer* & Type 2B
aAS—FUEEEHE VWFAQIET) aIS—H S VWFAGIET | Platelet-type

5 VWD ZWioTva) X4
%X TlE VWF:RCo/VWF:Ag L Cut off iz 0.6 & L, T L) HREVHAIL VWFRCo & VWF:Ag DIEMEA R, Zh
LD AR EZEEETREERH LD DL LTRL TS, EBRTIE Cut off [HIZFMERRMICL > TRZD, 05~ 0.7 O
PHE 72 5.
*HETIE VWE VT — B DR BOE IS 1213 2 o TW WS, —EBOZ 3t bk B TEBT i TH 5.
#x05 — 7 EATER FVIL A G B 7 & O TEN E X VWD OB IZA A TH 555, IR B IFZEE L X)L oBfs
ThY, —HEWIZIZ fTbhTuwiwn,

FEPREENDL L) IR o5TWAb. Legendre H523HET 5 2 FRIE VWFHIEE E & DI VWF.CB KT
T254 7T, TNETOHFTIE Type 1l L% 2%, GHESHSNTOLWREEOD ZHMEEZ SN .
4-4-2. Type2 ICH T HEEFEE

Type 2A TINFE TRWAESNZHBZFERIL, 3LA L A2domain IZHEFLTED, THEDEROFRE,
(1) Golgi NTOR VT —HEAHESNS, Q) v VFv—RBEFIIBERENEDS, MHPTIY§THRLD
2 ADAMTS13 22 EIC X 2022032, BOofobornIn Ty VI —ICBET 250

oW SEZ NS T

Type 2A D72 7>T Group I mutation (KI6B)"" " TEEH TNV F Y —OBEDPEESNL I LI2X D, Hxt

FAR A o of 27

‘gnn
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EEShD
HIJ1=vkD
E)LEE

normal subunit
mutant subunit

Extracellular

j Almost normal multimer distribution

(very low amount)

1 S-S:dimer
Q S-S:multimer

EEShD
2 Bl 1))
EILEE

ER Golgi

=\

normal subunit

mutant subunit

=\

/ | (very low amount)
=
=
—

Extracellular

(relatively high amount)
1 S-S:dimer
Q S-S:multimer

EEInd
= = 0]
E)LLE

|

1:

normal subunit

=\

mutant subunit

AL

=\

3
T

Extracellular
1 S-S:dimer

Q S-S:multimer
Y ADAMTS13

(very low amount)

(relatively high amount)

LRI RSN X

6 Typel, 2AVWD JEV.D5T A B = A A
Type 1 (A) Tl mutation # b 2H 7= b (KFETHER) Z/MEMAE (ER) DBEEXINT, BZ5 MM THEES
NTLEH 720, EEY T2y FPOARPDEGWEN, IVFI—HRITERE 25,
Type 2A (B) @ Group I mutation % #2472 = v b Golgi DLFERE%E S Nk w iz oMl 5 2 L3 —J5 type 2A Group
I mutation (C) TIRTRTEFIIHW S NS HNMH T mutant 7 2= v %% RO RS F 7 IVF <Y —13 L ADAMTSI3
DR EZTR TV, R E LT VWF OV F < —BIEEG T a2 Rwizb 0k b,
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WICES FYVFI—2 XKWL, K5 F~VF =MW nsTsEExon5b —7J, Groupll
mutation Tl (K6C), %~ IVF < —DHFWIIIEH 7D NS A5, ADAMTSI3 12 & % 5% 1229 <,
BTNV FI=DRKANT 5 EhbhroTns "

Type 2B Tlt, TN F TR HAFHOLERLREONP > TWVEY, INHIETRTAI FAL VIZHY, ViARHE
I GPIb A EELO FAZPOHNICALE S 2 2 L2 b, BIRFERIZKY, a7+ X =33 VEAPRES N
LU FEEARIBE S L CTWv 2 2,

Type 2M CTHEMIDSFER SN TV B ERIZ ALl FA AL ¥ (GPIb &£ 25 —7 V OFEEEL) 2H Y, 72&z21E
G561S BHETIREE L BIMIEREZ R TS % ZOMIZAZ FAL Y (25 —7 L OREEAL) \THEEST A5G
bHDH. p. SIBITERR p. MITOIK BERTIZa T —7 U #EEGTEN (VWF: CB) OANMETF T 4. BIRTIX
VWEF: CB Z5Hilli9 5 D13 LS, Al & LIE A3 FA AL VICERDRD 5L Type 2M O W EEEA S 5.

Type 2N Ti&, TNETIZ20 U ED I ALY AZERA D & D3 FAA ¥ (FVII & DFEEERL) ([THE S
Twa, JERBBUIE FVIT A F AL D OTRTHRETHLLENH S L) T, TNFE THEEI NIZRES
TR RIERITFE R afEE (51 B8P (Type 2N BEELZT O KR EEAEED, Type 1| £ DA
THESGHE) THs.

4-4-3. Type3 ICH T B EEFEE

Type3 TIIINFETICI ALV AERRF 2V AER, KREEER, T7L—LT 7 VERREOHEDH
P REERTIITIZ VY APLTT Y Y 5 HROREDHEDNL . Type 3 OBWHEE THITIZ VT
X7 0AS, VWF HURE DKL F IR T 2 HAE Type | (1CHY) & oEHIRLHARZRICBWTHHATH 5.

5. von Willebrand i85 D8

— VWD DEFEIZOVWTOEE —

-BEERTAET L ¥ v (DDAVP) ZHBH T LICRISEDSR 7 5 7-®, DDAVP ORIEHDIEE S NS 2 ki
O/NBR BRI VR B 2 ROl E, RSHAD RV Type 3 2 2R E, SWEILEK I (E5H)
O IEH IR IZ DDAVP O 558k % FE i3 5.

- DDAVP O 538k Cl&, R (BG-aifE), &5 1 K% (Peak), 4WHHE (7 VT F ¥ X) @ FVILK
P, VWF M, VWF JUEEZHET 5.

- DDAVP O#5-3R BRI UG T 5 (5 1 BEf £ o FVILIGETE, VWE GEHEDY 50% LU E) FEF o s s & o
CUZEMRSE I, $KERALRR O I, & 2 Wiz i, /N, Bl RLE X, DDAVP OFEERIRSE 512 & -
TIEIMAEP 24T .

* DDAVP (I JAEF G X D R RS 3 5720, RIWIM (48 ~ 72 KR DL 1) o kA& MBS hEE 2 54121
VWE S A7 i A (e Mm4EH sk VWE &A% VI K7 8%A), F7:1 38 iz VWE #85) ofif%

LET 5.
- DDAVP 7365, @ 2 WIZRRA T3 GIER], & % WIZEERIERIZIE, VWF &4 i 355 2 H v Tk A B
2179

CEEO RN, REHLE, HHVIEEE ALY, BETEEO S WCREED S o MIEROEHE, B L O
MoOFRIZIE, bT AR LEEHM, 5\ IE DDAVP 2 VWF &4 i #A & ot e § 5.
NI, VWFISMESB X O FVIT G2 R 30% DL E, TEIE50% L IS, 1~ 5 HEMERT 5.

- FRE M () BEFAI0L, BEEEIN) R RTAICHB T BB TFHIICB W TIE, VWF &4 AN X
HIEME R EZ 4TV, PG HO VWF iR X O FVIL G0 B %2 &K 100% &3 5. F0H%IE,
VWE iiEB X O FVII it % 50% DL E1C, 7~ 10 HEHERF T2 X 9% 59 5.

HAS IR 1k 027 25 5
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<R MIEHE L VWE &R E VIO W G 2 @ IS E 3 2 BB H 5 2%, EANZE=4) ¥ 7121
FVIL G2 v, VWF G2 RS RT 5 2 L 23t s 9%, (IB)

S (KNSRI, BRI, HBE I &, AR ko HEATEEIE (activity of daily living: ADL)
R R TS RETE D & B I 2 8 0 B ERNCR LTk, MR E0EKE EET 5. (1B)

- VWD OiH#IE LIS LSRR E DS L 25720, [/NEEMER SR BRI SRE] 5 wid [
TG [N 1B S i T e 3 ) SO RWEHEMBITE 2 AT 2 e EE L v

VWD Of# i, IKF L7z VWF BXOFVIIT ZfiE 35 2 & 12Xk ), MMk ILmE#E, B X O QL
EROMM PP 2179 2L TH 5.

BUAE, DASENCB VT VWF B X O FVIT O I RE 2 56 501E, M8 N R A & NAEE O VWF %
XL HEET AE T L Y~ (l-deamino-8-D-arginine vasopressin: DDAVP) &, #EHIRIVIC VWF Z #7795
b MAEH S VWE &4 4 VI 735 (pdVWE/EVIL 85#]), F 72138 E R 2 VWE 8% ((VWF B#])
DO3IMEHTH 5.

SIS DA B L & L CHURA A R Tk A S S b,

5-1. Eff8T XE L 2> (I-deamino-8-D-arginine vasopressin: DDAVP)

DDAVP (&, IO EGRMEMBIICHELET 53V T L ¥ ¥ V2 ZHEBRITHES L OREMEIE R T oK % I
BUANFHRIT 2221280, BOLRPRRIEZRBT 52 L0 0, PRERIEED £72 2 EHE L LTl
HahTws ™,

—77, DDAVP (I MNEARICHEIET 2 V2 ZHEERICDREE L, cAMPIZ X % ¥ 7 FIVzEZ LT 2
CLDLoT, WPBIZIFE SN TWD VWF RMFE T 7 A3 ) 7 v 7 7 FX—% — (Tissue-type plasminogen
activator: t-PA) DI ZMRAET 5 P70 L L (12, NOGEZIHEMALT A2 LIk o T, MEZIWESES.
DDAVP #5121 FVIL i b EA-§ 575, ZHiE DDAVP 7% FVIIL DA i % Bt S8 5 bl Th
<, VWF O5WMRAEIIC X D 4RO FVIL OREMERE T - /R EEZE X 5N TW5DH. DDAVP IZ X - THH
ENFZtPAIL, MIEFDTFIAIVF VT 7 FNR=F =4 Y EF — 1L o THRP AT L SN S 720D
IS X o THIAETUER MIME IR ER SN D 2 13w . & 512 DDAVP (& /MR E 161 2 T S ¢ 5
fER b s hTng 7.

HHETIE, FEHFH O DDAVP (FAETL ¥ ViE") HWE - PEAEIM AR A (FVII i§YEAT 2% UL E D)
& Type 1 + Type 2A @ VWD @ FRFEAMERIN, AMEE LI X OBskRE, T kg Y i o> 1k i 3 #10Z PR B i s
VREDHLNTW5S.

DDAVP [ZIZES H OBAI 7217 Tld % <, RBAPERES 5 H O SE7 R A 7 L —, BI85 H O LEN %
e EORED D Y, WIRWES, BT, ARG, BOKESOWTFhoRL &K TH VWF,
FVII % LR85, L2LAMS, DAETO VWD, BEM AR A (203 2 PRI (373 51 254 o &Ik
WHG-OH (ETHGHOBANIBEE SN TV AR) TH Y, 25 5EORBE IS PR BIED A, A7 L —
R2 [1PE PN A 35 O PR B s | X A M PR B IE & IRIZBIE B B VISR O T ISP ) HIRIED A TH 5. F 72,
INSOREE A7V —, ORRESEE, HHHERICHK LESERD vz, VWDIEHLTH
RN S N W EEEATE .

5-1-1. HE

DDAVP O &1L, VWD ORI 7217 Cld 7 (e 78, RIS L > T RAZ 3705, — ik
VWE &%, FVIEYEDS 10% LA E O Type 1 1ZIERIEAWIFETE *, Type 3 ICEAESWFETE 2w ¥ Type 2
WZBWTIX, B TIVFI—OKRETH5 Type 2A L HH5T VWF Y VF < —DORERIK T TH 5 Type 2M 12

LRI RSN X
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IR REIECE 2500, EFICE > T HoaEI B VWEELH S ™

/IR GPIb (2K 3 % VWF OFSARETLHE TS % Type 2B &, DDAVP 5 5- 14 12 I/ IMREEEEC & 5 Ifil/IME O
W% & HERDS L, Hiid 5 WIIMRTED ) 2 7 g s 5 ¥,

RS Type 2B 12 DDAVP % #¢5. L 723541213, #4515 54512133 T MEEASIRA LTB Y, 30 5412
RIEMZ L 250, ZORIGHEMEML, KM TIROMICHEET 2 ZEMBRINTVWE. Lo T,
DDAVP (2 & % /MR ZE O MVIMGEE Tld e {, —#lkoRETHLLEEZ20NTEBY Y, —HD Type
2B Tl DDAVP #5512 LIRS E L7z 0 %, MIMEb % & 72 SR WiEBl b H 2 ¥ L Lad
5, SIROMFEMICZLL, EEGEWEHZ 23 WRENEZEZONLE 2 05, FEARITIE Type 2B 120§
% DDAVP O 51382 b ShTwns %

VWF @ FVIII # &5 B H CTd % Type 2N 1&, DDAVP # 5-#% (2 FVILIGEHED FA 2589 2% b 0D, FVIL i
PED R IAD IR M LT B 720, IMEIA T3 E b 58055 Y.

DDAVP FUBHIIC BT % KA 1X DDAVP O & \ZAKAE 3 525, 04 pgkg 22 TG LTdENL EoR)R
BERRC& v, F72, ARIL VWF - FVIL O JEBEE KA L, —#% 7% DDAVP JUGHITlE, DDAVP #£45.
30 ~ 60 7% 12 VWF Ju)iis, VWF P, FVIIEMEDS IR D 2 ~ S R5ICET 5. 2D, 6 ~ 8IS
% MEFET 25, 12 ~ 24 BEEIRICHE GRIEICIE 5 2. DDAVP 1 12 ~ 24 B[] & &\ A G525 HETdH 2 75,
RN VWF ORFEAN 8 LA R AT 3 5 . 24 BRI FE C© DDAVP % % 5- L7234, 2 O FVI G50
BIEIIE OB LD B 30%HRERT T2 EHMEINTVREIENS Y, DDAVP @ 72 B UL LI2H 725 K
BEHGIIB TR E N EEZ NS,

L7255 T, DDAVP O )i FEE I ERFE 70 IMEIR & 5 VI 2 B P ALE 1S B S, RIH R K F
MAIZEIS & 137 5 7%\, DDAVP O L, #Bak§ 2 JEH M 03 53R BR A5 5 &, Hi I oo A5 FEE <0 1L prdy AL
BEORBOES, ILMEEY LEE T LM, BEHOWHEEZ E2REMICER L LT, Zo@io% ik
ET 5P UENRD L.

5-1-2. #&E5HER

DDAVP ® VWF, FVII EA#RIIMAENKE WL, EF L7z VWF O P28 IER] & — 8IS 7E T
%' 728, VWD O LG #IC DDAVP & v 23541, FEMIMR IS 5 B EZ T, O LoMEO ¥ —
7 R P hE I & SR L 72 L CHlIn 2 % 2 20BN D L. RO MIMAEIRR BE - AR TR o 1k 4 L o i ét
ZPET B 72012, DDAVP O 5 EkIE, DDAVP ORIVEH 2R & S N5 2 AR o /NE L BRI LM
RFEOBRE, EPFIAD R Type 3 & LEBRE, BWIBLEGEIICIT) SEFEFE LW 7.

DDAVP O 5-i8551E, 0.3 pg/kg 2 BRI S0 mL TABL, 30 50220 TRl 53 2 H 0SBk Tl
HNT, PehEn, 51 REEfR, B X OV 4 e, 24 RERIRRICERIML, VWF 6P, VWE B s, FVII iGN
eSS 7. BHE#OM/IMEONEIR, Bk S Twiz Type 2B DR RICEOHAELH 5 7.

DDAVP O B\ lJE & 7% 5 BORBINZ, %5 1 KeH# (E—27k) 12 VWFIEY, FVILIGEEOMHEIX 50% DL
Y, PEHHARMBELEE 30% U EEZHERLTWAED, 20T T Y ADTGHE L 72— ORERITIX 30% &
Wi M2 WFRICLTY, 24 BRHBRICIZERIEE TR T4 5.

5-1-3. A% - AE

DDAVP (2 & % 1L EHOF pIE, M5 mRANC X 2 MBS EIED ) A7 R nI &, B X UM%
ZEThrH

HAETOEGFH O DDAVP (FAETL ¥ V") OME:- &L, [Typel, Type2A (21 0.4 pg/ke, BHE,
FHEEIE DI AR A 121X 0.2 ~ 0.4 pg/kg %, AWK 20 mL ISAHBL, 10 ~ 20 7351 TRHRAZICHEIR N
5521 £oTw2H, ABANE 50 ~ 100 mL THRL, 30 55 TRl 53 2 Kk ™ 2Rk Tl
HENTWAE.

HAS IR 1k 027 25 5
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B, WORTIE VWD IS § 2 HiEE O DDAVP O HEEIKR I NTB Y, FEETOILMERFICH NS
NTW5205 DHETHGE S T 2 BANT YRR BIE R B RIE W 2 IR - BRRORVWEAIOATH 5
72, TS OEHITIZWKIZB W TIRMAEBICHERZ S Tw L R URNEIZIE 150 ng, BAIZIE 300 pg)”
® DDAVP Z #4595 Z L 1ZTE& %\, DDAVP OFRITEANC X 5 VWD O IR IEHE O 1 7w
5-1-4. EMER

DDAVP OFEIWERNIC ISR, SR, MRS, B SEERIE ZIREEDVH S M0, £ M T
AETELIDOTH S, HKHGHITERRLINBRIMEDE= ) ¥ 7 %47 LI, RER G ERIEDIKT
BELRETRIATERICEEITRETHS. FTNICENaEZ K7L, EEREZEZTHAELD L0
BRI 2 LT /N 2 R G- R IR GBI OB ORA Tl 1L Kiii) #2479, F72, BIRE{LZ &L
BT 25513, WED R O EORIENHE SN TWDE P 2, EEERISHTILEND 5.

5-2. b MMEFAFK VWF EF 5% Vil BFEE (pdVWF/FVIIT $5%])

DDAVP 3% AfiCTd 1), M4 i AN X 5 MBS EGSED Y A7 b iz, G & % B REFNCIESE—
PSR E LT T2 XETH S5, DDAVP D3R 7 Type 3, ®IBEA 1557 Type2 (BX W Typel), HH W
32 TH 5 Type 2B DILIMLAEHIZIE, VWF SA RMEAERSI NS, 72, DDAVP IEREHRGI2L - T
REARIT T 5 7200, BB OIMAERAlLE LS AICH, VWE SHEREARINS D V575

DYPETHHTE 5 VWF ARG EANIE, BS  pdVWF/FVII A DOMRTH - 7225, 202046 H, =h
W2 rVWEF #5125 Bl S 7z

pdVWF/FVIIT #H21X, KM NA F 1Y 7 AR S8R e, — Bk H A I A BRs s e 3
53v 777 NES LA BARMERAEERER TS 2334~ HT® O 2 FEzDH 575,
BAfEa a4 PHT  ZBRESNAZBZOAIKH LTHEH S TEBY, FENICEI Y7727 FECNIEE
AEDFEFNIZHH SN TWAD. K6 1248 VWFE &4 i A o R 2 R
5-2-1. HF

27727 FEY RS E D EMAIE AT S FVITL A & L TR SN, 1985 45 5 WIE SN TW27s,
VWD 128 LTI, 1991 4~ 1992 4E I Him 3 5. CEWBEE) BB X 0% kG (RiiEH) 5 295
SNTWS, HEHG5HERTIE, 1661 (Type 1 : 2 B, Type2A : 9%, Type2B:2Hl, Type3:3Hl) KL,
VWD {i§PE & LT 29.8 ~ 89 TU/kg DAIEFI G- 3, ARBIIGERIZ S 121.3%,  MA -3 F- 17 K
Thotz. LGB TIE 14 6] (Type 1: 46, Type 2A : 71, Type 2B : 2%, Type3 : 1%l) ® 63 HD
MYy — M2 L, &M U7zl 2 O ORER ;G SN, 84%EREHESI N TN 5.

AHEHNL 1993 412 VWD ORIFEANEME =2 0, g 25 ELLEAREB L T 545, Z OB R R
BT T oML, Mr DREAREIHAENLIEETH .

5-2-2. EIfEA

LR ORI, LG RETIE, ARt 22 Bk L, ARFEFIAT 99 bk L S iz hs, BIERIE 0% & ik
ENTWAE, 7272 LARREIL, 1 BIZBRE, B 52 OHBED D RN L TEINZZHDTH D
WEHIFEO L VIEBNC BT 2RIEHOBBBZEZ KL TV L I3E AW I LITHERTILEND 5.

pdVWEF/FVIII A O— I Z2EIEH & LT, 5%, FME, Bl EPETNIHIHTIEE08H 50, Wi
b —B\ETHRICHET S

—J, INTEHLIPEELBEMNE LT, Type 3 D—#IZBIT A VWFIZHT 5L v €y —DFAEDH
BENTVD (Type3 D 5~10%)%. HE5 SN VWD ICH LTA Y By —254:4 5 &, VWF &4 ik
BHNORFEAREGT 2 07010 R, VWE SHIEMEHORGI12L ) 4 Y e ¥ — D4 U7z Type 2B 258
X, A ey —=3EIE Type 3 ICBEORWI EQWOLNnE o721 X512, 4 vy —JEplo—i,
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F6 DAETHRIEEN TS VWF S K (2021 4F 2 ABITE)

arv772 hE® KRy F4®
B KM N A F a3y 7 2aakiatt i e S
N i NS
L A R T
B 145 53 1 AR TR
AF UM u N TT T4 —
AV AL 7 AV A B S/D JLEf
IMERSLEL (B2 R L)
AR (HAL) 250 500 1000 1300
Seqtfi (F9) 19,302 34,938 65,228 146,288
B (mL) 10 20 40 10
HALE v (FVIIETE) 250 500 1000 0
HAZH /V (VWF:RCo) 600 1200 2400 1300
VWE:RCo/FVIII:C # 2.4 FVII 7% L
OVWF:RCo/VWF:Ag #0.8 1.16
B T4 (% of NHP ) N.D ** > 100
5345 L »H
ABO [MLiE& glycans HN L
VWF:RCo ] (REfH) 17.0 (29.8 ~89.0kg 16 1) ?;? Ezg Eﬁti 1: gﬂi

DOETIE, —BAEEEA AR AR 8 - e b2y a4 FHT 3 H 475 BfEaryax 4 M HT" X
BRESNZBEDORIF LTHH SN TBEY, EHEMIZIZaY 7727 PFUPIELALOREMHEHIN TS 720, F#
WIFBIEL Tn .

* Solvent/Detergent L

Y NHP: IEH & b IAE

FEND T8 L

BRIl D B CIEBNZ B W TIE, VWF OG5 X 0 T7F 74 FF—RIs 2RI a0 5 11

CDD, A e F—=FEDY A7 OE Type 3 1%, VWF & A 1A 2 F w729 2 E5i9 5 80,
BETBRBICLVA Yy =AY 22 23l L7220 ', RENTOFRGNERBITT LIS, FEREN
IZBWT VWF A RMEAZH 50 Lot o RREEG L, 1 ey —DREN LW EEMERLTEL
FhREETHERLD L.

VWF I3 54 v e ¥y —OFHEIE, VWF S R EA O Ik AR 59855 L, BIEROKT R, o
IR NI bNDE ®. LA oT, A Y EY—RAEDY A7 DEW Type 31213, 7FH74
TXT—ITTHERELAEET, 550D VWF S RMEA OG5 HBREZ FEii L, EWEHREZHEEREL TH<
ZEhHERE NG T

VWE K354 e ¥y —0llElX, SBEKNTFA ey =12 55 Bethesda %12 U T, VWE @
/B O FERE (VWF 617 &) OIHIVER 2 1B % & OREARERIC & - TEHlis % /%, ELISA 2
X% VWF fEEPukomit ' 2 3w sn s,
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LAL%25, VWF DA ye ¥y —[2IEEEE2EERE (PR $§6b0L, HEEHMISHEELTZY
7T v AR IJUHES L IEPHPUELD 0, EENYZREARBTIIRBTERVEED 5 '

—77, ELISA 1%, VWF (XA T2 ABO IMEAIHESE D5 B % T 5 72012, 7L — MIEMHET
% VWF ZIHEHKD VWE £ 0 &, Bl CHm S22 8ETHIEZ VWEDRZF LB L shTtns
25, PBEEEDS MM SN D 720, BEHER 2 53R L Ty 21,

IO, £ ey =FEERSTGAD, T 74 5F Y —1EE L LT, EYERERERIC X 5 Y
B LM O MBI % D 7.

VWF 2354 e ¥y —2 584325 VWD EF O IR ERIZOWTIE, #fz R 2 FVIID 8% FVIn
BH]) B D VIEEE SRS VID K 3E GFVIa 85%]) 2V 72sE s i s s . Py S5
T 584, VWE AT T, &5 372 FVIT O 2 B R~ & g 1o @i 5 ' 2
D72 FVIT EANC X 5 1L MAFB I, JERICKED FVIT #A 2 Huk 535080355 Yoo, =
M X o TEVITEIE— &L, RICHEFRET 2 2 L REE 2 0, AR TR 5O IOV ToOHE D
& 010 NR T BV BH 2 L2 a7 O AL L2 IRIR S IEE A .

A ey —0RELZHE L2MEEAEHRD (immune tolerance induction: ITD) 1%, MAKR A f v ¥ ¥ —
JEBNH LT ICEEEI N TWDED, £ Y EZ—DRAELZZ VWD IR LTI, 7F74 5% K%
RETHEENH LI END, FEALERMINTELT, @i ToR RIIFRRIARHTH L >0

INSPAOEIWER & LT, %NS 2 BYEDREO W EEMEDE 2 SN 5 28, BFED pdVWE/FVIIT
WANIBAEFRIANVA, CRFRETIANVK,  MUEAETA VA, ABRFRTIA VA, € b2V ERT A
WABIYIZOWTIIBREEIRMAIC L A A7) — =V FAEB SN TS, BIEORE TR TIZZSITAEL-
FrCT& v M2SLAKRT A VA BIOR, BRA O Y T2V b - YITRHEEOEHE) A 71, B
W EITIEHR T E s, EBICIZBPOWHEME IO TRV (12134 ) &EEZ 5N,

5-2-3. AiA- AE (RAXEEZZEBOIL)

Iy 772 FFYO VWD ISR A M - HREE, EE 1 NS VWE 5T 750 ~ 6,000 HAL % #5352 75,
AEWE, FEIRICIG U CHEEHKT 5 & ShTwb.

VWD &, FVII ®AHMET L CHIMIERZ & 72K A LB L, VWF B X O°FVII O 258 72
Type | DHENE L, HEORTRZE X727 Type 3 13Dz, HEAHI OB E R AL FE DMK O FEF A
FHhTH L. F7z, EMMAERAE T - BRI TSH Y, MAHREEED X 5 EERELEZ LIZnT
&R, VWF & IkIMbERED BAF 2B 2R i 2 MAE T ER Vv, RO H L. 072D VWD ILE
WU, MR D & 9 7 KA - WLE R OMFEREEIC BT 5 56l 2 BER AE0OREIXD & ENETH
0D, AL - L LT O IR - R R R L 72 R B O GRER D AT b T e,

KB E DT A B4 > P33 12 81F 2 il - WLER o HAEER e S- M, Bt hdbmd s
DD, —EBIIMD R EDSH 5. F 72, I TIRERO pdVWEF/EVIIT #HHWGE SN TW B8, £
AL, VWFIGMEE FVIIIEE O W FE T Tk {, VWF ¥V F < —H#i, VWF i /VWF §T R = I,
VWF:CB/VWF PUERIL D A T LIRS, Lo CTEOIMARED WA T L ICHETRZL LN SIS
75, FHREAOTGEIENI ALY, HEERBLfTbhTwiwv,

DLEXY, BAA FIA4 2B 2 BERFIGEORREL, KFW, AT, Pk - 2ERAE, 50 - EHE,
HAA ML (CBAE~rP&58E), FARIIN (EfE) [ &bl b L, #7ICHIRNICBIT B EHER 2 pdVWE/
FVII #H 0PG5, Peb-MbEzR$ »2%07,

HEER T2 3 T 5 720 IS BB k5l PatoXTRHE S 5.
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F7 W - BUIAYRLE O pdVWEF/EVII EAIOF 5+

B R W) n 4 G- 5 MEFEE G5t ¥ 5101
- >100% dayl 20 ~ 40 IU/kg
i 50 ~ 60 TU/k 7~ 14
AT >50%  day2 ~ & 8 ~ 24 W[5 H
L > 50 ~80% dayl 20 ~ 40 IU/kg
INTAR 30 ~ 60 TU/k 3~5
hF >30%~ 50% day2 ~ Ulke 12 ~ 48 5[4 .
Yook - AZTALE > 50% 20 ~ 40 TU/kg Hi o4z 5. 1 H
yas . =
bk @%};1; . .| >100% dayl 20 ~ 40 IU/kg
(VWF %% - FVII {528 o 40 ~ 50 TU/kg . 3~5H
50% it DI 4 >50%  day2 ~ 12 ~ 48 W[4
H 2k H I > 50 ~80% dayl 20 ~ 40 TU/kg
20 ~ 40 TU/k 1~3
(Wt~ th 454 >30% day2 ~ g 12 ~ 48 W5 .
‘ >100% dayl 20 ~ 40 IU/kg
SR (S 50 IU/k: 7~10
AR (BAE) >50% day2 ~ & 8 ~ 24 W[5 .

(VWF iGPED HERMAE L OV () = VWF IFED R —Z T £ VIIHEL X)L (o)) X AR
FAENREE (IR)

(FVII {1 HERMAE L NV (o) —FVIIIEED R =2 T 4 VMHEL NV (o)) X (R
S EEEE (IR)

VWF 238 (1U) =

FVII Y%+ (IU) =

EHEE (IR) ZEFEOBMAOEYEE (PK) 7—& LV HEMT 525, PK 7— 7 BARHRLAR, BA
DYErik, VWF, FVII & $122.0 (IU/dL)/(IUkg) & LCHIET 5.

ar 7727 FEYIE, IRFETRASNA 7IVIZ FVIL OO ADFIRENTW 2720, VWF O %
IR GREZIETL2OPMETH 72720, £ ILFVIL 2 HEICHRGESRESNTEZ L L,
2020 4F 4 A OB SCERET 2 12, VWF OB EBFEE S, Fakod VWF iEME 2 L8 & 3 2 13k - HED
BRLE N2 L5, VWD O &M MR O IR ILERE, B & OB L E o iy B B 1) 2 #5581,
VWF OB 2 AL LCRET S Z L5 REE 2o 7.

3772 MEICIIFVIL O 24150 VWE V& F S Twb E, B VWE O (20 ~ 24 FFRY
FEE) 1, FVII O3 (8 ~ 10 KERIREEE) X0 bR/, VWF # 8IS E42 e LoEe, &5
%O FVILIEE EADPAT 5L R0 REREZONE. LALAEDS, VWE IS FVII
PREAENT, FIEMZICIE FVILIEED ERT 5, 564 VWD IZIZ FVILIEHEAZE SR T LTV
WIEBIA D 2 { e " —J5, FVII 2L CTary 772 b FP 2% 5 L25A1%, 1k VWF &5
L b, N ARG AT o 72 A FVIL 25K ER L TR GRU EICER " L, RED ) R
205" Lo T, Mo metERN A RO mRES 7 L1 pdVWE/EVII 874 % R 53 2561,
SEMRIC FVIILIGEZME L, 150% L FICHfi§5 & & 312, MARREDIFBICEZ L 71120 sk Ik i
WAE - BiMARZERE (DVT/PTE) OV A 21206 U TR PRI 5 2 fifT§ % LA H 5 12

W2, FVIL GO IEH 1KV Type 2N R Type 3 72 EOHA121E, MIMERSLBILLEONEZ EZE L T
FVII OG- &2 e 5 UEN D 5.

VWF OKHNEIRE X VWD O Type 2 VWF {5, FVII GO REME, [ ey —0FHE, H50IEMHA
WX o TRE D120, RTITRLEHENEGEPEY TE R VIER QAT 2L EZDbNL. LA 5T,
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FICKRFNZTELTWAEE%EIE, BT 2 A ORGRBREZITv, VWF, FVII O3EYE)HE 2 L L
7o b, JERIS LG 2R T A AN, L ReRIknE SR s T2

7B, MR O FRE H IR 2 K AR L ISR IS & L 5 B R 1 ) o 68 5-1F, VWD IZB W T
FIEFICHRONTZHE L, ML L72HEE IZh > T,

5-3. B FH¥EZ von Willebrand EF&A (rVWF 2H)

20204 6 A, ABICBVTRIEMRTELS VWF BAIR=a2 TL77 (B4 RvRy74°§
HEH1300) A3 bR S 7z, RBEAHNIKET 2016 005, B TIX 2019 E2SBEICHGEE N TV 5.

REHNZ, [ rFVITEF] (7 A 1Y) oBETRICBOTHEFIZHEL ST W5 pro-VWE ZAER L,
CIUCHE R TR 2 TRGE L 72 Furin Z2/EH ST VWFEpp Z2RET L2 EICE 5T, vV Fv—2EH S
72 VWF Wi ch 5 2 (% 6).

ABHNIBE T B VT ADAMTSI3 (ZHEfih 32 & A wnizo, MAEddH 5\ id pdVWE/FVIIL #1213
WEROONEVBESTIVFY—28ALTEY P, #BHFO VWF U RICH T 206 (VWE {1k
BLUVWE.CB) EV. 20720, [HUEEMHEO pdVWEF/FVIIT 85 2 355 L7258 L gL, VWF iftEo
b5 pdVWE/FVIL 4 & A5 TH 525, PUEROHMEL D72 %5, —F, VWFIGMEOPMIL 16.3 K
T, pdVWE/EVIII BHAI D 14.4 B & B L TR LRV P (3 - REHF O BRR AR C ST R 0 72012
WS N7 pdVWE/FVIIL AL, Kok TIRFE ST % CSL Behring £ Humate-P/Haemate P* TdH 1), AIT
W5E ST b pdVWE/FVIIL #H] & 138 7% %)

B, BEST<VF<—I2MH D ADAMTSI3 12 & o THL ISR S, #5680 3 B TlEs s ™
72, MIEDY A7 LR UMDV EEZ SNLY, TRSCEIE Tl 2 Stk H 2 d 554
oW TIESHROBFHELEE T2 2.

F72, AEAIFVII EH SN TR W VWF JMEBAITH L Z &2 5, H5-H%D FVIL ORNE)RESH
pdVWE/FVIII BAI L IR E S BA L. KURVF 4" 2 HMTHE LgE, VWF RS ERICE -2
Y, DBRIIRA KT LTW LAY, FVITIEHIE T CIZ LAET, WIEW® FVIIT 25t VWF &EfA L T%R
LT B LICE Y, BRI THRAICEAS TS, AEORY XY 74 052X ) FVILIEEDS LA L
7elE, RURY T4 ORI GE kBT 5 720 CWAETED FVIT 25 tVWF 12 X Y @ik &, FVI i
biFFs s

VWEF {61 < 20% OB A VWD 12§ % 45 3 MIERR B CH il S - BB BMAE T, Koy F1% %
BT 50 IU/Kg $25- L7234, FVILTGETELZ 6 BFRIR T 40% L E &2 ), 24 BRI ISR (86.0%) IZE -
72T LW, FVILIEHEAT40% ML EICHEFF CE 2 03 5B K 2 HBRBE T TH L LAVREh
TWwWb 0, —J5 VWF iE 3% G5B 552 ISP T 5700, Ry vy 74" o kb 6 B £1213,
VWE {7 & FVIL{EEASIZIZMRESE L 20, &5 12 BRI DRI VWF 5P & D b FVIIL 3G O 5 25l HE
ENpZEepHEshTcng .

5-3-1. HE

RYRYF 4" ORI T 2 M T 245 L, 2008 3 HERKRRE 'Y 05 & DB ONEFIH
HEDRHLDOATHD.

553 MR REBR DO —2 1%, WA VWD ORISR 2 R > X 7 1 © ok mghF % #at L 72l Bk <,
VWF {iPE< 20% D Type 1 : 2 B35 & OF Type 2A © 5 6, FVITiGE< 10% @ Type 2N : 1 6, Type 3 (AiERT
I Type 3 % VWF HUEER < 3% & E3%) 20 B (B 1761, M 2061) OAFI37HIZRE L TER-I N,
KRBT, Ry Ry 74" 2 BE~h S i (B2 F i, CUPERN i, A H e &) (e mic
VWF {fPEf & LT 40 ~ 60 TU/kg, FHEO MM (FAE - RAEMEO B T - A2PE M, JH 68 i,  FPachie
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Fg M - BUMLAALE O tVWF BH] 0P b &

, - W8] LLRg D% 5
L PSR | o R E S )
WL (B, TUPEMRI, HfEEZ% % L) 40 ~ 50 U/kg 40 ~ 50 U/Kkg % 8 ~ 24 ] T &
Kb (R F 723 8atto s, AfEg, HbE 50 ~ 80 TU/k 40 ~ 60 TU/kg &%) 2 ~ 3 HIH,
ML, HARHIRER OSME, BRI, SMEYEH I 2 &) £ g ~ummcE
e H A U — 2 il
T OFEE
VWF:RCo (%) FVILC (%)
INFAf 50 ~ 60 40 ~ 50
KFAlr 100 80 ~ 100

oAV, BN, AME# I Z &) 121E 80 TU/Kg #5- L, 1R ZFEFICT 5 72012, #1550 &
rFVILEH] (7 FXA M) 2 VWE M FVILIGTEAT 1.3:1 O/ E LB X)L TWwE. & SICHNE
W B W TIid, VWF i§1E% 50 IUKg DL EICHERF¢2 &9 8 ~ RIF T L ISR Y XY 71 © OG- H5Hkb: &
NTWw3. 192 [l WifiiEdk (e 0 122 W], ApEERE i - 61 [, B 7 ) (x5 2 1k imzhH i,
4 BEBERFAN T3 XC good & 7213 excellent TdH 1) (excellent 2596.9%), 81.8% i 1 M OF G- CTILIMA5E T LT
W,

b ) — oD% 3 MERRE Y 1%, FMERCB 2 B IER RIS OB TRE L7z 0T, 4liH5 12 ~ 24 B
L2 40 ~ 60 TU/Kkg DR ¥ Ry 74 ° P55 L, Fit 3 BEAT O FVINGYE EASA T34 YA O A, FVIIT#
Az Munc G35 70 b a— U CEMS Lz KT 10 B, WNFAF4 60, CHEFN 1B 5 4k
D - MATH L excellent73.3%, £00d26.7% T, 89.4%EHR ¥ N ¥ 74 MM CTTMAW g TH - 72

IS DSOS 3 HERRB L LT, @giess: (NCT02973087) &/REHFI (NCT02932618) (2RS4 ik
BAHIEE iR TH 5 1.

5-3-2. EIER

RURYFAYOHE 1 ~E 3T TOHKBEICSIL 72 80 RN B 5 A EFSIE, pdVWE/FVII #H
FkE, & ORIEK, WA - W, D F Wi CEREORTIEIRIZE A LT, N6 IdHKE5#% 72 R DAIZ
HELTWwDE ™, RoRyF4 Y LOMEENEZ SN EELAERG L LT, ATBBIEIE M o k1
BEICAR YNV 4 0 B L 72 B O G EIRIARIE AT 1 BIdRiE S hTws 7,

Type 3 I\ VWF OHiFEELEZ 1T 7284, TS VWE ST 2 HPUE (f ey —) 239841, 20
— I VWF OB GICE D T7F 74 FF—IbE BRI THAERDH 2705, KXV 74 OFKRBRTIEA v &
VY —R7F 74 53F—ULDORERZHEDSLN TR, 2720, ThoDBERIZ, B2 VWF &4 ki
HCTOBRBRBENDH DL ey = EFMEFRE LY 0, KRRV FAYIZE>THDOT
VWF OB 247 ) IERICBNWT, EOREAL Y ey =2 BETINRESDOEZARHTHS.

5-3-3. A& - AE (RAXEZZBOIL)

Ry Ry F4"OMP: - I, @, 18U EOBEIIE, AKE 1kg 4720 40 ~ 80 FEERMAL (IU) %
BG4 20, BHEOIRBIIS U CGEEHKT S (K8).

WERE I (BB, IR, ARGEZ 2 L) IEMmAFEITIERIMIC 40 ~ 50 IU/Kg 2 #5- L, DIBRIZERRD
WCEEL 3 % W1 40 ~ 50 TU/Kg % 8 ~ 24 WEfH] & (#5344, Kl (FEEE T 7213 8E ko R im, Hik
W%, WAL L, TPACREESR OAME, BIEEII0, AMETERINZ: &) 1ZIZREIC 50 ~ 80 TU/Kkg R4 5L, DA
Bl ERIRIIC L L T AW 40 ~ 60 TU/Kg % 2 ~ 3 HIH, 8 ~24 W T & 1253 5. Zd, MIMFELITH
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L, FVIILEED 40% K 5 VIIAHOY &1L, AR 2 o454, 10 7D FVIL A %2 P55 5.

JART O 1L &P, FATENCAK S X OLEIIS U FVIT #F 2 55 L, H=EIEm B X Otk o
A FRi$ %720, Mo VWE &, FVILIEEAMEE HEEY — 7 UhNFWR oA © VWF I 50
~ 60%, FVII itk 40 ~ 50%, KFMOH VWF i1 100%, FVIIL iGN 80 ~ 100%) & 7% 2 k553 5.
RE) DY G-LF R, pdVWF/FVIIT #5] & O HERZ Wi lT 5. (10-2-3 )

%3, AHOHMPEG5IZ X ) NETED FVI 25 24 B % TREFICZE LT ERT 5720, FETFiio
LA G T2 BT 5 12 ~ 24 BEHIETICAAF % 40 ~ 60 IU/Kg DHETHEGTAHZ EI2L - T, FVIIiGMHE%E
HERHEMEIC LR SR EDWRETH S, (ZRICE Y FVINIEMU2BE S T EA LSS I FMER O
FVII A OG- EAE L 2 5)

5-3-4. pdVWF/FVIII ®#F| & rVWF HEIDOHE (K 6)

VWF ORFFEHEE 1L pdVWEF/FVIIT ] & rVWF BADOWFHp2fEH SN 5205, MBEAIEIFIE42AT
Rl D5 D 5.

%9, pdVWF/FVII A & rVWF BANIBEFEN R Y, 1 VWF BANZ M BN EGHED ) A 7 A3\
Z LS pdVWF/EVIL A L 8 %, L LAAS, pdVWE/FVIIL #ANIOWT S, HEEROARTEL - Bt
BRAFTRHOONTEY, BIELZENT L) A7 13HBDTH R0,

pdVWE/EVIIL 8] (27727 b E®) & VWF BH] (KXY 574%) ORKO#ENE, BAHIZ FVIT %
CHTAPENTHY, THIZE > TFVI OBRED TR 2 2 1A, ILMEHRICKE LB E 5252812k 5.

av 772 bEYE, P ERER A VWE & FVIL ASFEBFCHIIE X5 720, FVIL DM E B 0 2tk
WO IEMIZIEAER EEZ 65N 5 205, FPRICERNRS T 5 L, AL FVIL 2455 372 VWF IZ X -
TWREIWHIML, FVILABEICEETALZLICE T, VAZIZEWARAESMBRIEFEOERE b %2
LNTW5,

—J, B XUF 4 VB EIEE RIS FVILIETHEIE T CIC ER Lawgs, & d & FVILIEHDH40dH 254613,
FVII OHFFNTLIETIE .

Drillaud 5O "Ik B L, 75 AD 220Dkt ¥ ¥ —IZBHEEINT W5 1477 4D VWD BEHE DN,
1070 %4 (72.4%) 13 FVILIGEYE> 40% TH 0, K& AMER R FMRELDINE FVIT OR LSV E LR W EZE 2 bR
D @ FVILIGTES 40% OFEHI O T DDAVP SE R = Bl %2 Bk < &, VWF OHfi7t & 243 FVIIT OHfi7E b
VB LT HIEBNZ 144 B /1477 61 (9.7%) THDHE SN TV,

X512, WA CTHEE I T A FVIT A &A% v (FVIL Y /VWE iiPE< 10%) 1A% sk VWF B
ORI EfZE T, FVILEYE< 20% O VWDS50 SEFI O 139 RO HILIZ BT, FVII EH o 6 P 5252
HCThHo7DiE 53 (38%) THY, VWD REFID IIMTAEFEIC BT FVIT 2542 2 MIiLiE—MICH s 5 &
fEEINS.

B, MBEAOTZ ML, 202142 ABAE, 327727 F FP1000 HBA7A% 65228 F, K> 7 4 ¥1300 B
LAY 146,288 & %> T\ 5.

WITILO VWF S i A b MR 720, VWD ORI LIS LITREZEREZLEE 3555 [/NEE
PR B G HRIT IR | B B\ d [ e R I e [l PR - S5 A5 e T e 32 | 558 o0 2R 1 B el B 1) BE % 1)
FHUE, VWD ICHT 5 BB I EFM SN 5.

FQL. VWF &A1 ik BANC X 2 fli itk 2 F2hti§ 2 s ORF OEIR ?

VWF & A EMEA ORIRICONWT, KH A R4 U TRIVEF Y RCEICHERZIRIRTHZ LIZTE R0,
AR 2. VWF 3% ((VWE 35 - RNV 574 ®) 2395858 8N b £ THAENC VWF B BA A2 <, §X

LRI RSN X
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T FVII &4 SNTWwb pdVWE/FVII 8% (b2SETIZI > 7 727 M FY) THREIITONTED, ERED
FEEE - B O IMAEIR DS VWE O BAEA] (VWF BH]) ICXoTay ba— ViR o, R Ho4kE - =
ET VAR ERL TR,

pdVWF/FVIIL B4 & rVWE 354 % lH R U2 Mg, 55 1 MR IBERIC B W CHEME S - SR Bhig sk Br ot o '
DRTH 5N, TORBWEO-DIZH 57z pdVWEEVIIL BANI DO BECTRIGEES N TR WRAITHY, b
HEDORH] & O BIRED [LIKIZIT b TW .

PLEX ), VWE &4 EMEAOBINICONT, AH AL FIA4 Y TIRIEF Y A HERZIRTHL I LIET
e\,

— RIS VWF I8N & 2 IWIREBSE O Il &, FVII ASEE L 2 5N 5 BEiBI L EEO WL, H25WIEKTF
i 7 & IR EHE, FVIIL IEYE< 40% OHERF] 0 1E M4 FL & T, IGHFEFIGR O FVII MO BN R L 2 65,
F 72 pdVWF/FVIIT #5) % M i /i 7o 3 2 60, B9 L 72 INFEPED FVII & #fiFe S 17z FVI 258 % 2 i AE A7
L, FVII ORI L BMABIEY A 7 IZEET 20BN H D 2.

VWF &A BRI X Al S 2ZE L7z ET, pdVWEFEVIIL ##], rVWF 85, & %Ik r'VWF
HH| & FVIT HABEA O, OWITNrz RIRTLIRELEZ LN,

CQ3. VWF G AEMMANC X 2 LEFETDE=Y ¥ 7%, FVHLiGHEE VWFIGTEDOEL 52 HELT5DH0?

IR LA R 1 VWE 35 & FVIL GO W 2 @Il 3 2 LR DH 55, EARWRE=41) ¥ 7121 FVII
WEPEZE I, VWE G2 BRI S 5. (fERE 1, =¥ 7Y A LX)V B)

IR MGEFE I FVIIL iEPE S X OF VWE IO HIE % EIICIT V™, ORISR % 3 lis 5 LED1H 5.

VWD (/MRS 720 Tld e, 39— v L okia, FVII OZER EEBOIER S 5 2 LX, Mo
EAREHIC X - C, kMM MEASEE 2 &S 2 BT b0 L, GBERTPEELZEHEZRTLO0D 5720,
FVII iGPE & VWEIGTED &6 5 & A1 RN R % 5Hili 37 5 X E 2, BTE D fmmas i T vz,

L7 LA 5, O pdVWF/EVII 4] % KEMT 5 55413, FQLICREEK L& BY, FVII LR T 5 W fetkrd
), DVI/PTE D) A7 D@L b EEZ 5N T w5 P18 @) hWWF 854013 VWF HUEHITH 1), KB IO iR
DOMENZ FVIL BH O H 2 LB LT 5G6E3H5DH DD, ZDHIE VWE SWAEMED FVIL 2 ZE1LT 5 729,
rVWF B35 O# 5-00 AT FVII OBMAFIZLE RN 2 72720, WAETED FVIL 25 & ORERERN - M ShTnb
DN % M ES 2 LEDH S, @ VWE iGTEIE FVI G g UlE kR e i B o 2K & w» B2 @
FVIIL{EPEORE L D b VWF GO ED K HBHETH ), FVI M E BeN T4 Hll € T & 2 gk 37T % 25,
VWE itk 2 BEN T Bl E T & 2 ik i3 To v, OF Y e ¥ s —2 4 L7 Type 3 DAVEFAr A3k 0 FVII
BHN DA TEMATEET, MEBIMIC X < &SN LREHRO Bl o 1k S ERE—OERTEFEN T THhs LTS
WER b, HENLEZ, FMPBOILMBEROE= 1) ¥ 7& FVIL G2 SRS 2 #iEa3d 2 1516

UEXODARTA K54 Th, IRIMEETIZ VWE i & FVIL O W ) 2 @ il e 3 5 BB H 55,
AW E= %Y ¥ 72 FVILIEEZ v, VWE G2 B S S 5 2 & 2433 5.

5-4. EHAWTEE

DT & Tl - Palitg, & 5 \WIZEAE VWD SEF O MER 72 121, SHMoIkmER%2 By & LzEl
WIHEIITORTWDE. LA LADS, 2/ KRid 5 VIZRMO SN (2 [ H o BEPIH mLT)
25— WM AL FEN; S B BREMAK & &8 2 0, VWD o RHHomm»Piz By & L7z e
BEOEMHEIA 2L, Zo@s, BAORR, H5E, EGEBEREPELL TV EEEZ Y. &
L, EIEIMAE B DZ A% 1 A CHIIa o HIAEIR 2 F85E S % DI L, VWD OFA X EIETH - T D,
FLAEMIC AR Z IET 2R 13450, BRELEL T HIMIEE, XOVREL TR, HD0IIIMER
FRREOILIMEEEE LCTELLZ e E VW0 E2 605 %Y LidoT, VWD IZEMRiFHRE % £t
THEAE, HIERZSHBT 201, &2 0IdWEl oI & S BE$ 5 — ke cidk <, i
FERDSEH S & % o THOLRGT 5 ZREMHi ek L 2 5.

HA LA 1 127 435
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CQ4. VWF &4 3K o s B sk o 1d ?

AR KD ADL B Z KT TR0 H 2 Ml % M ) B3 HERICH LTk, PHRIECICEEDETOY
(Quality of life: QOL) D&% % HIWIZ, FEIRICIL U T VWF &4 iAo 58, P5-8E 2 ME L 255 E 4
T EMT 5. (HESEE L, TEF Y ALAXNVB)

VWD 2B} % ZREMHAHREICOWTIE, ZhE T, SR o s, B~ A o B iR #E Ak
H BHWVIZRA DOHEALE BIMASHENCR Z 254747 &, HIERZ 0 B3R 5 N7ZERIC DWW TOHER, NEEED
B i 5 VIR RO O PO BT sl R s h, W b MIMEE ORP IR E RO TWDE. ZREN
HFEHRE DR RA R b MEFE 2 I, FAEEOBENIIMIN LTTH Y, Sl Wb I Hikk s & okl
BSOS BRI, TR & D DREEENS L LGSR TS P00 Zhud, BN o E 72 2 5 R A1
D FEVII DRZEZZ LNLDIZH L, KT MO ERIZIEER T O VWE R EVII O/RZ 7203 Tldze <, /MR
WEZHINAN D VWE DRZDREL Twh b EE2 5N TwW5A Y — T, BRI L i 2 Jikl5 % 72
BICIE, VWEF &1k & LT 50 IU/kg % 38 3 P59 2 MEHd 5 O3 L, S FE %8 1 ~ 2 bk 595720 T
HIMZSFEI SN 256 H 5 EMESRTWS 'Y,

INBDOIREITBIT 5 pdVWF/EVIT BH|OF 5813 FVIL G L LT 12 ~ 50 [U/kg T, F5HEIZAEIC 1 [~ 3
MEZoTBY, HEERPUGHFEIIMEICL > TREREVDS DD, —F, rVWF BANC X 2 ZkEHHAICOW
TIFBUERR AR (NCT02973087) A3EltiFF €, FXRAHARIE TV RiE AR

VWD (HHER] & &2 Z DIMEIR DA R FEEE, MIBVHESRE R0, VWE i FVII i & AHRI L 72w
H5L5 VT e, BRTIE—Eo kgL, HEL 32 VWEIHEER FVITEED b5 7 (HEVIdE—
7fl) ZEELEIMARE AR T 2 LIETE RV,

U EXODRTA KT A4 TlE, MmO ADL B Z KT T O H % M % ik 0 K5 IR LT,
THIECITEADOEEDE (Quality of life: QOL) DtFE4A HIYIZ, FEIRICTIE U T VWF & A ik Al ok b8, &5
BRRE 2 AR L 225 S I Fo il 2 i 5 2 & 2R 5.

5-5. HiREH

koA FY AL, EAEACILESRRBRIC L 2 TV 23w 00, KRB mORED S o
HWIAER D EHE, B2 WCIEHBIMO FRHICAR ™ Th Y, BAEO R, SEHLE, 5w ke e
WiE, LU e s g L 8510, A4 o Fiiamo ik HigiZ b, DDAVP R VWF &4
EHREA L O CHEH NS, 72720, BIRBHITIIRBHEOBZNDEH L P20 0, 2L &hb.

bAETOREE HEE, @ERALH 750 ~2,000mg 2 3 ~ 4 B EEO%S H 5 Wid 1 H 250 ~
500 mg & 1 ~ 2 [MCH T THIRN F 72 3 AN 5 & SN Tw5 25, VWD OEIEHRNITINLD ) X2
B 5 72OMRTEFIERT 2 RXETH L. Tz, M - W% EIELZEIZIE T 11 500 ~ 1,000 mg % ik
WNIESE, 7213 500 ~ 2,500 mg Z SIHEHED TTHETH 5. MR TOFHGREITHEIZL > TES D EDH 575,
10 ~ 25 mgkg % 8 ~ 12K T LR O, H2WVIEEIRNESG T2 Ll shTws P wmftLEfR 2 &0
FIENIIICIE b I A FHABICE S )P0 DRELRDH S L ME SN TVES, bAETREINTWS T
AFHLABO LT Y T PO R\,

5-6. /| iREsim

_EFE® DDAVP X VWF & iR RA, H20id 742 FHAMRICK 2@ 2EHRTH, HMAHH S s
WAL, REEFEOMMUTIAAES 5 VWF ZMi79 4 2 &1 & o TIki 2 423 M/ MRE I OB R 2D %
LoWEDH L .

5-7. MERTERDEE
M EIE RS X 2 AL IO GE# L, VWE &4 A ORI X o TR RE 2 G A% v,

LRI RSN X
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HY LS Dl 7R D% D 1 12 40 ~ 60 TU/kg @ pdVWE/EVIIL #5 %, 2 2 ~ 3 ¥ 59 % P liFeses: ot
HEOWMA SN LAY, HEEBIMOFERE PRI 5L TR 2w FRET LS RLOERE LT,
F 72 B M OERMRPLHLEOTMATTbN D b H D PO A, LIIWEDND HHEAIIE, BRDEIEA
Tt s, VRGNS, MERERISH LYY K4 K+ 2 FLAF K, PEF V72V, BERT MO
INAZF Vi EOFHDBENTH 72 T2HE T 8 H 2%, ) Fv A FREWEHZZ W EHEsh
—(V‘Z) 159.

6. von Willebrand s XM DEIE

— VWD ZHOEIIZOWTOER —

W5 A& B

- VWD KO8 AEOFEWERIIE, I AFTT AR, A baly Y - TurAFVEREE LRV
A MUV T EN Y A7 2 (levonorgestrel-releasing intrauterine system: LNG-IUS), 3 & U8 VWD @ 1k 1fili5
P X5 DDAVP, pdVWE/FVII 8] 7% EA W H b,

CHEPREA R A, FENET L —Y 3 v, FESETEE FENRRR (D&C), FE A 2
EONFHERDSZE EN 5.

- VWD ZHD 8% AR OH#ETIE, FTEEVPNROMEEZRFLT 2080 »TENEZJEL, KER
B E, FEME, VA7 BIOBZEORLE LD LI, BEZLICHKTLIRETHA.

CRERITHRE ALY DS, RVEVEREEGLEL RV VWD KHEOMRE ARoOEYE#RIE, T FTAFH L
BOMNMREREZ IR L, EIATH2EECIE VWF S EMEROfFCH CHERELZE T2 L&
3%, (IB)

IR - i B

* Type 1, Type2 ZPEIZBWTIE, MIRFICIZ VWE FiliE -GS KO FVITIGEED EA 23805 2 &23% <,
FEIZ Type 1| ZVE TR IR ~ 7000 Re 12, BHEROIEMBERR ICRIESE T 2 2 L i3d 4w

- FEREE O VWD IEPEAT 15% LA T D Type 1 B8 X O Type 2, Type 3 LMD & IEARICHE D VWE PUEE - IF
B L O FVILIEED LA 6038 Wiz, B LInERZLEE T2

IR FHE LT b VWD LK, B 52U VWD OUER - 5IERICOWTORHREE A 7 v &Y
YRR, MAREFICIEERE & VWD ORI P EE L WINEE, NERHE B X OFRRERRHE ASHEHE L C,
HENERT — L L TTr TIN5 XRETH S,

- VWD & Bl f IR o ff i, IR ARCT S RIRBIE,  EAR 28 SIS X U 34 ~ 36 I I VWF HUJE & - VWF
WPE, FVILIEEZ WES 5.

- Type 2B LMD IR OB 451, IR /MR A 2SBEE L 5 WIZEALT 2556058 % O T, VWF fii5i=-
Y, FVILIGE W E R &b TV MU 2 [ E S 5.

- VWD ZYEICHESE S N B A D3 )73 7 <, 0> VWF i & O FVIL iR 125 50% DL A28 L
M/MELAS 5 75 /L Db, @@ ) OB TRIEBS S TR b iR E Shb. 72ZL, ThbHo
IR DS RE L R L Ch R VIRMETH 5 2 LI E L, LIS U kMBS 2 MG, » 50
BT 252 L 2T L. (IB) RIS EWROEAIIE, FAHi o VWE {EPE S X OFFVITIEEDS 50 % DL
BTy, Mo FVIILIGTEZ 80 ~ 120% (259 5 2 & 2¥E3R¥+ 5. (1B)

« VWF &%, FVILIEPEDY 50% L FIZE S e WREF O RS - 73 o L& #IE, DDAVP ~O UL 2
b 53, VWF SHRMEAZMEHL TTH. REMMOLEE, 51U HB X g RI3 HD R
VWE i1k, FVII{EHED 2 7% 50% ML EICHEFRE 5. W RO O%EE, b o FVILGE 2 80 ~

HAS IR 1k 027 25 5
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1209% I ZHERF L, T4 0B X O AR RAL S HRMLLE, VWF i1, FVILIEYE® b5 7% 50% DL R ICHER:
T 5.

- SR D VWF S A A oR 581, SIERTO#5E % 40 ~501U/kg & L, 20 ~401U/kg % 12 ~ 48
BER 2123 ~ 5 HRE#kGE S 54%, IR OE=%1) v 7L & 1@ APTT, VWF i1k, FVII i 2%
EOWEERT, FHEmARET .

« FrHERR IR WSO R X, VW IS X O FVIILIGEPEDS 50% DL B AUSHEAT VT RE T, 2 L 72 RIRH R A
IO HLEERES LT,

COMRES 2 W (BRI o 1 BRI EOBIEIZ ) 2 RETH Y, ROEZEWNHILO KK & 7 5 W5 |50 i
ToriiddElr 2 (FFIC Type 2, Type 3 &1%).

I ARV AR, SUERE, SEBEOIENEROMBIREE LCHTT 5.

6-1. B%AEDEE

VWD ZHEIZBWWT, #B% ARSI BEIRTH Y, LIZLIE VWD &tEd QOL Z{K T X4 5 100161
Z OIS ~ 24% LT HHE P05, 78 ~092% IO L g 2WMHEFT TR E LS, TRIEERED
AT R ME AR DEFRD R BT L, VWD O Type 12 X BFASEDE N ENBHEZZ 515, —T,
WEHREDD BB H VWD OHEIZ 5 ~20%E ShTEBY ' 2004 FEDYATFYTF 4 v 27 LE2—
TIZBE ARDO D 5 LWL 13%H VWD TH 5 LI Tng 1%

M ARELIELIE VWD OWFREIR & 72 % 17 FiE VWD ZHE 2B W T o K2 520 5 2 &
H5H7, VWD ORBEEZFOBHEM LBV CIEEILEL 2.

W EHFEI O#% L VWD 7% &I E S5 RE O AR & St b 2R E %2 5.

6-1-1. BHAEDE

Rk Tk 1o EME R o BmE D SomL # 8 2 25A%2ME ARkE L' HARERE AR ES
140mL VL EZB\BZ AL LTwa ' EBciE, AR o B0 5% ICWEETH 0, 3ok
L%y FORY) B2 HE 4R & I EONEM 2 IEM IS 2 b cid v, BRTIX, B2 AROZH
HHR D] %E 12 pictorial blood loss assessment chart (PBAC) ' 23 2843 H 575, PBAC &, AR
EEIBREN 720, @BEAROBIICOWTIIAEAEN RO SN WET2HELH 2 77 (MANEE)IZ
NSV, RESIROVEICIAEME ENET) . Lz o T, HEMIZIE, BZAROBIICE W THIE
B AT B 22 BEIOFREE X, SR ZMEMOAETDH B,

VWD (2 X %% AREOBWIIE, T3 FEMHE, FERGE FEHNBEZR 08 AROKRNE % 2 4
B EZ BRI, S 512 VWD DA O WNE - MR B ORI 25
6-1-2. FEWHE

VWD D84 H D E# L, e ol ARHE#R & L b IZ, VWD D IR IEH I & 7115 DDAVP,
VWE & AR RA 2 EOMAPER SN 5.

WHEERED VS HRROEYIREO W, HAREm AR ES H AR It AFHEE S - B2 X %0
I AFLS BN A § T4 v Ol A\RHSHIV RS 2017 T, E—@RI A bury - 77525 U RESE, 2
BIRD N T A FH LM, HE3RBIRPLKR I VF AP LUVEHFENY A7 24 (LNG-IUS) & 7o Twp 917,

IAMary - FarAF vEREREE, PIZIH L, TENEOMEEZIHIT LR, TEHNERSO
TURY TG VT4 YEAZIRTAZLICE T, BB SE280H 2 7 boETI, BT
rHWE T2 A My Y - Jul A5 VAT RS (oral contraception: OC) & IFIX, PRERA#
JEENRWVA, T A sy ORERE KD EE7: low dose estrogen-progestin BH] (LEP #A]) 13 H R K #EE O
B E L CRBASEID SN2 (B2 AR 2#icid ). A Mayry - Jur AF vREeHEE,

LRI RSN X
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MERT TSRS T 2720, § CIHRE LT 2 wDs, FRITRERY LT 2 WEEE2D 254
WHEHTA XY Y b23H 5.

WAMZBIT S VWD ZHEOME ARRICT 2T A by Y - 77 2F VEEEOR T 70% ' ~ 88% 7
LHEIN T3,

b T A F 4 ABRIZRPRRETCEZ I L IR 2 R 3¢5 2805, #®EARICD LILITHEMD 2w
&, MOBEEER L ORI ESND T BHER D AR CHEINC D BB L 2w, BRALOD DY
BB BRI TH 5.

FIAFH AR IA MaS Y - TurAF UREHED, BIEME L i EREND 525, VWD LD
WA LTI IS ZHHTAIEELH), 40E s, IhHOHHIC K - TIKRERKENTA L7
ET B L LT,

LNG-IUS X FEENRHCFasr 25y (LR VA A ML) ZRIECHIBT AV AT 4 THY, 15
BB A2 30 L€, AR 2P S5, MAENOBITAL R w20, 50N RETERIZ 7w, LNG-
US X T HPNICELER S EREIANTH Y, HETSIRMENET 2. VWD % & kI iERH % F
DLUMDBE AT 5 LNG-IUS D& 4L, (ZIFEFICHIE 0D %2380 7' #560% T H &K
T2 EMEINTWE. DOEICB VT LNG-IUS 125 BRI 2 RBOEIS 20 ShTn b 1%

CQ5. TRRIIRZRME T 2, FNEVREZHLEL LV VWD KED#E A REOEWMHRR I 28I 2 ?

HRZHLT B, RIVEVEEEZHLL 2\ VWD ZHO#% AZ0OHYERE, 3753 2BONIRE
WEERL, EIATHLERICIE VWE SHIRMER LS H CEEEL2 ZE 5. GERE 1], TEFrALR
)V B)

HE HROEFREIRICIE, FIVE VEBERLHEHABN G IN LD, FIVE VEERERTDIC, SWEHEETH ST
W7 7L — 2 a ¥ R T ERMHATIE AR, TRSATREE 2 5. BAEMREZGLZL WAL, H50IEEko
IRZ AL T 5705, FIVE VEREIGHE L2V ZEOBRS ARGEICIE, b7 AFH A48, DDAVP, &5\t VWF
G ERTANC X B IR MERE Tb IS,

b TR FF A8, PIIRE L OEEOFI DD 0, EHEIEERND 2 W IEHANERSSTTEETH 55, AR
o LA A 8E0E, WIRIEEDRIRE A, VWD L0824 Hi#I2 51T B Hfs Bl s 5134 50% &
DOFE B3 H B, A THE STV AKRER Q5 ~4g H) LR L, ENTOHSEIZ075¢g~2g A
LRIV BT HULENDH B O,

DDAVP (%, KEB/® Type 1 & —#® Type 2 I[ZFR Y VWF O LR EAD 5 2%, M5B BHNZ X 5 LA &g
FEDY A7 DI &, BIX UM% S &5 5, DDAVP O UG ® BifF7% VWD BE O ILIMERICLIFLITHV S 5.
VWD ZYED#% A#RICx T 28R IEFEFICRIFET2HE P HNE, 7T LR LKL TAHBELRE IRV ET
DHMEMFTREIEFTHL. LaLAdS, IHAOOMERFHKTHASINTVLIEE - H#REOZVEBHO
DDAVP %, Rz FH#5 (HOES) X 28E P 23ETH Y, HHET VWD ISH L TRBGEIG DS 5 Tw 5%
FIRIGPE 512 & % 8% HRRIIHIRIRICOWTE & F o iz v,

VWF &AM b MEFEIC VWE R - iGEB X O FVILIENEZ LR XL 2 ENTEXLEEHETHY, L
FELIXRAOREERS HROILMEEICSEH S NS, VWF &4 B2 H w282 goflicownciy, 4
NG e Ui - B SR e A5 e AS L & o 126 137 15 IS8T 2 29 B 95 ~ 100% B Twb. L
PLARDS, ZMEDOHKEGRIT 33 ~ 100 1Ukg, HSHHES 1 ~6 HEE 2 SFETHB 7. KETIZ VWD KD
W2 ARECK T 5 rVWE BHI & N T A AR E 3 S ik AL R R4 7 B A 4 — N = JEGRER (VWDMin trial)
MERH T TH Y, SHHBIMEOMEIRELCTE T 2 LKA SN TFETDH S.

PLbEps, BURTIBEZ Hkol#E LT, FJ 42 F % 4, DDAVP, VWF &8 MK o0 &N hsi b o5 o
ERTIETF VAR RVWEEZZbNRA.

—75, BEOEIEBLHAZOILMERYRE, B HROMEEN 2R, RIS IZ/Hm b THEM S 5 HRF
THAHIZ END, ZORIFNIIAELELZ ZET HLELRD 5.

BEICE ST, BOAMEESEVIEREIEZ N7 23 ABONRIEGHETH Y, F b5 ETh d FELEDS 5 D1,

HA LA 1 127 435
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Wb % 22 U CHHE £ 72 iR 53 5 L BEASH B DDAVP TH 5 . VWF &4 ek i 375 H CiE g A fg T
HoHE, BHEREZFSTALZ LT, MR EFEE LR L L NVICEE - RSS2 B WRETHL L5,
DDAVP £ ) b FIEHED IR DBV EEZ LS. L, 2072012, H5ORCHY], Mk & oLk s
BUH D I IRIRVER IR ZEN O AT DB G FE 7 1, AR A O IRIES 2 L EEE 3 A ReEH ), il
DB L I A D E.

PEEOARIA RS54 0 TiE, HEEZFLET 505 RIVEVIREEZFHEL 2\ VWD LB E H o sy ibnkg,
FT N IATHLABONRGEEL EM L, EISA TS 2BNCIE VWE SAH R RAOECH CEIEEZ 28T 5
CERHERET B,

MEEIRD FED e WHEICIE, SRS DILMIERZT TIER L, FIVE VRED BIRWETH ), FIVE VEE
DFFAIEIMAN L, FEEE S ITEN TV ABEDH A, FIVEVEEICOVWTIE, B¥, EEEHEZ LIS T ST
BEAER, HolM@ERCTWAIEE H LI EDS, MEIITFIRD FED WA ORBGRINIECIZ, AR
ICBWTHRVE VFEICOWTOIE LWERIRIEZ Z 72 ECHI LT 59 S PEELER 5 b.

6-1-3. S EIEYAEE

SEYFREER 2 00, FESER L FENRREH (D&C), FENNIV—VRAEICL LY Y RF—F
FENBET 7V — 3 v, FEELMN EONBHERIZE I NE. IO ONBIYER % T B2,
MG 2> S % £ T DDAVP R VWF &4 5 B4 2 v 7208 8) 22 Ik A B ET 2 5.

D&C IZBEADOKREMIMZ LD 5D BH R FHIETH L5, HMTIE 1 ~2 FRECHESZ ARIHET
' FEANV—-VREEICE D5 RS- FT L RBERME LD AR R TH Y, MEICETTE LD
D&C % FHi§ 2 HiO— Rz LM%, D&C DILMAA T3 2GR EICHWON S, T 6 IZEEOIRImAR
BETHY, B2 AROWEMER TRV, HREEFESRS 7

=i, FEART 7L = a YR FERMNMNGES Aot e HIYE LAFRHERTH 595, €O
I Rbh s, FEART 7L — 2 a Y3 FEMENAR L ) SRENID L CEHED DR, ik, B
BN L 2R R 0 I N A U A 202 5 1P —TJ5, FEMIMIRRYAKE R RBEZE) Pilich Y,
AR VWD LS S OVEHAER Z FEiE T 280, ik IR & PHEAHI NS 2 W fethasd 5 11

2015 fEIKRECHEM S N MR EFRE L ¥ & — 20 fidk O —_A P I2X 5L, 50% DNt A ba sy -
T AF UREEEE-RBIUHH L TBY, RIZ30% DTN T A X LM%, 20% D ti%A DDAVP
ZHEEPUHH L T D. 72, 90%Dhiad % 3 EREFTICZA bury-7Jur A5 YEEEZMHL,
85% Ditiixhs ~ 7 & ¥ LMD 5\ X DDAVP %, 25% DHisk2s7 I /7 h7a Y%, 20%DHiikds VWFE &
B HA E, 5% ORI LNG-TUS %45 3 # RN F TITHH L Tw b EMEEIN TS,

VWD (2 & % Il =2#% A ORI R E 2 MEMAZETDH ), IO OHHO B RERE IR IR
LN L7z, IR L > THEBEHSZRET 20N ETH 5. RIS ET 2GR ED &
%729, VWD ZHED#% HfEOGHERIE, FTERENTROMIRERET 208 ) M THE L ZTEL
ZRIE RN R, AN, V22 BLXOBBEORLEED &I12, BETEICHBTARETHDL WY (F9, K7).

6-2. IR - HHROELE

a8 e CIREEARSS 1 1145 VWF BUR & - 36 1ESB X O FVILIEYE ORI N %2 38, I 1 I3 IR RIS 0 %
2~ 35S EAT 2 Y AR 48 BRI TR R4 A LG, |~ 3 ARSI EN 2 R 5 0
25, WIS 2 RRERCKAT B HEICIEAEL D B 7.

Type 1, Type 2 ZHEICBWTDH, MHHRPICIE VWE PUiE - 5P, FVIIIETEO EH 2805 2 & 0351,
FEIZ Type | O—I2BVTIX, TNOPEEHPNL 22586355, ZD7720, Type 1 LTI HWIFIC,
FHRD IEMBERE I DA U 2 L 3w ¥ 28, R Tk VWE BUEE - {518 X O VI & 0 (3K

LRI RSN X
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F#9o VWD 0B % F itk

NEYS 26N S ES Ny TR EA aREAT %
. RO, R IR
7 N B
LRSS Gegmesp) | ooeL
IAMOF Y - FaFrAN=F - B Hr3 kT 595,
it 3 = Pe ok A2
LEFZ R LIV o AT T 288,
FEMH S AT A TENEA H 1 L
FEEFIR
DDAVP N B
Geagirm) | ooeb
TETRIR
F/FVIIT #L5 N BT
pdVWE/FVIII 5] ST WBLL
BN L= ‘ Gy
FERY _ e Gt ORR) IO B
g URF—T
T A TR e Al hAF 2 (KE) WLk R
FE P . WREME IR AS, BRI | IR OMER R Ik & 72
TTL—a v MRS A6 H 1 VA7 RS
T A — S RIS
| EREOREERLZTIN? |
UV R IIE RS BAREEDSH.
FETHH? HBLLHD
EMBCEDEMA 2
(&L (AYAY-S [EIA
1 sk RILEVEE NEAEEEE
CEEIN. LEP&IF FERIEEE
DDAVP LNG-IUS FEREFIL—3v
pdVWF/FVIIIELE FEREEM L

7 VWD LM% H RO RFERR

ETH B0, M- SHIcBEES 2 BIMDY) 2 7 13 dE KL RS 320w 2" —J, Ko
VWF {EPEDS 15% LT @ Type 1 ZHEDWA1E, MHIREIHINCBWTH VWF JuiiE - i51E, FVIIETEDY 50 % D
FIZEmML 2 WEER D 25 ™ Type 2 LHOB;A1X VWE PUEE & FVILIEEASEM L T, VWF O E YR
WHAET 720, VWFIGHEOMIMABA 5235855 % "', Type 3 VEOYE 1 ZITMRIZHE D VWE P& -
WPE, FVILIEEDO EAE S bT NI T 5.
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IR O VWF P& - &, FVILEREO LA OREIX, IS VWD O Type 7217 Tld e <, fAZEDLIE
WICRENCZ ENS, EADPARTHDRERICOVTIE, 28BS ILMER 2L EE T 5.

ZEALED Type 1, Type 2A, TXTO Type 2B, Type 2M (d# Jeta fRBAME (BEME) @15, Type 2N, Type 3
BLU—EBD Type 1, Type 2 1&, WHaMmE: (H1h) BROBRXE L 5. BiEARENE (B BEO%EA,
BEALOBRZEIREL TV LB ZHEL, BEDOTIX50% DR THREMZER 2 ZIH DS, BEKIZZ D
PEHRICHEBET 2 AT 3B3%ICT ELV. CNEBZELREEETOREFRLEBHUROLIHICLI LD L
EZoN5, FHROAREE (B BEoLEGE, BEORBO 25% 2B, 50%EEEERRE, %D
25%DMEHW B E D, LIz T, HIEZFH L TW5 VWD 21X, 55 L VWD DR - 253458
WZOWTOHBRLEES T ) v 7 2R L V1 SEIRRFICIZERNE & VWD ORI B FE L WINEHE,
NRRHE B & ORRERRHEE AT L C, EHERF — 2L LTT TICNURETH S .

6-2-1. IEIRPDEIE

TR O IS RE D ZALIZIZT R & RAAED D 5 720, VWD ST AR OFE 112 VWE PR & - 167,
FVII A E T A BEDSD 5. MRS NLMEHENI, W2k & RERIGRLE RS & 0% 3 1 (TR 28 A B
FU3438) L5 HE " b HhIUE, RS 1~ 3K I MESMTPEND 2 B & T2HEDH S, W
R EPWERER N T TV E D IRNER 2 LEETLLAELHVELIEND, RAL FFLTlRE
NOHOWEE, HITDZRE, MU 28 MRS L U834 ~ 36 HARFIZATH 2 & ZHERET 5.

Type 2B ZHEDIEIROG AL, M/ E #EE LR 3V VWE DSEURISRE - TN Ui IMER S 2 k52 & 12
X o, R I/MORD B 2 WIXELT 25680555 " OT, KR VWF &1, FVITL GO
AR A b8 THMIEL O 2 2 HESE S 5. Type 2B D M/IMRELAS, MR HE > T 2 Ji/uL K £ ©
BETF$2ZLFINEMEINTLEY, BPLOBRERIMAEIKEL, FLE-BHICBOWTHHEI &1
e 720, FRICIERSE 3 WICB VT, HRECRBEZHST 208 0D 5. HIRISHED Type 2B Lo
AR LT, TETFYADDDERETET R, MMIUGIITEFEREEZ 5N5. 727210, /MK
WADEWT, HEOMMERYSH ), VWF SHEGHRAOMHAIEIC I o T HIMO I Fa— L5 TE
WAL IR, MR ZE S 2800w EEZLN5.

TEOR L B, 0, TR EEE, FENREREAS, S, YLERE R & OEIRA PHE OB,
VWD etk & LD BN AL W B L ERTWh D, TR5IZDOWTIE VWD FA OFFIZLE L &7,
ZFNZRIZOWTHEHYNCER T 2. HRARED) 227 1%, BELEICHKLTEWETIHE 3 H 57
WICAEAZRDRVETIHE S L H ), BURTIIFERIZIHB TR W, 221, VWD K IRERO
I EAMEEZMEL DV S ET, BREBENOZZEZLELTILEVPZVETREINLEZ LN, ZO/MED
FEFICIZIEEALETH S .

FARGEIE IR 1 WHCRIET 5 2 LB 0 h, IFICBEDMEREDD 554120, TS 2 721k
MIEHOHESZ LTHB L T EVEF L, fiRP, FEHCHTER T IEDRRS S, pdVWE/FVIIT 4] T
ILIMER 2 FEhid 5 61%, 27 1281 2 BE~HAERE D BN % 501 - ERR ICH#E L, #IImlic 20 ~
50 IU/kg $¢5- L, €OHOMMIRGIZIE UTEMES %2479, AN LR % 5253 5 B, pdVWE/FVIIT #
# Z )N 40 ~ 50 [U/Kg ¥%5- L, VWF i, FVIL{EEZ 100% P ENE EA-S &7, ik d 20 ~ 40 [U/Kkg
12 ~ 48 HER T X123 ~ 5 HERMkEE LT, VWF &M, FVIILIETEZ 50% DL CHERET 5.

B, Wik OIEIME I TVWE BA 2 L7285 1327275, o VWF A ORMCHETIE, HEmEoid
IR L T B BEED & 5 PRI, E# Lo B fatt 2 Bl B SN E 1053562 L,
LENTWS.

6-2-2. A E
VWD ZPEICHERRE S N B RFE D51 )73 7% <, 0 HiiRe D VWF 1613 X O FVIL{EYEAS 50% DL B8 L

LRI RSN X
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M/MEEEAS S U EH U, @FEY OB ECRES LW EWR LWL Shb > 72720, 4%0H4ER
I HIMAER 2SR 2 2 Z &, s 2 1 (W) o 1 BEHLL L OB 2 R&ETH Y, HBo
SHE I O JE N & 7 5 We5 | 503 e fit 101 % 8 5 B 5 110 (F1C Type 2, Type 3).

FRDSWNIERDWIRT, IV L ORMEZET Z2RESIEVE & DI, WEF 7238 7oA
W EYIFMALEIC R D 2 L b S\, RIESW A RIRL 2258103, WRERR) ARG E TRETH 5.
HIED WA S N5 Y5120, BERHEE & i ki FRE IR 72 & D MLRNFHE 2> & 72 2 A EHETF — 212 & D,
ERERWY A7 GHES % SNHERETH 5.

TR HE BRI 0 RE BV RR X, VWE 161 B X OY FVI 61 50% A3LL B d AU HEAT P RE T, 24k L 72 BRIFERE IR A
TIHOBERESLE RO, WENAD T — TV ERET LS N5 OIEEMEA50% L L Th L I &3
HTHY, WEkd 24 KL, WHEMEO T 7HA50% L B 5 X9 ICHEFET 5.

6-2-3. AREAIEIOD 1L IMETE

VWD ZHIC BT 2 KO WL A 271355 HTdh ) ', KED T — 5 R—=2% V7% BINIEIC L 2 &,
VWD LD Gk oAz, ABeHE, HERE, wIhdb@EIEL ) IFEILV

SIWRAT O VWF {PES X O FVIL G A 50 % A D356, 70 BERE O pdVWF/FVII #5511%, 73R Fi 0 40 ~
50 U/kg Z¥5- L, VWFiGTE, FVILIGTEZ 100% L EANE ERSE258 3 50% D 20 ~ 40 IUKg % 12 ~
48 WEfH & 12 3 ~ 5 HEMkRE LC, VWF i, FVII G2 &I 50% LL RICHEFRE 3 5. B U OA
i, FHTO VWF IGTEB X OV FVITLIEEAS50% DL EThH, i od FVIIL i1 80 ~ 120% IZHEFET 5.

pdVWE/FVIIT #HOF 5 21%, HIRFITORETIE R, SUREOREZILEICRET 5. 72721, MR
P BR IMAE e S TEAT AR D 1.3 ~ 15 BRICINT 52 & SNTHBY), KREOHINILIE X ) DIFERILIEE O F
DENZ ENS, HUEEOREZ IEHE L L7z 50 IUkg OG5 TRA TS TH L HEEDEH I Tws 2.
W WARIE I L T 22 RN AR ISR IE SN 720, BE G L bW E I EETHILEND 5.

TR & AR, R o0 IR MAS FIC fVWE BRI 20 L2285 13 25w

SRR O E=F ) v 7L & HITHKF APTT, VWF i, FVILiEMEZ EoflE 2T\, &5 =%
WIS 5. bT AT AR, ERPOIFICHER CMEHTE 2720, 5K, 5% OILIE ok
ELTHAT 5.

CQ6. VWD ZMED /i o 1k MBI LB R R TIGEE ED L S ?

VWD 2k D 531l o 11 I 3 B A3 2 VW 161, FVIL G IZ AR 50% (M/MREZ 5 B/ul BLE) &3 578,
NS OMIZMEF LD G WRE L B L T2 VIR TH S Z LI EL, LEICS U CIRIE#EZ LG, H 50k
B 5. (E3RE 1], T¥FYALAN)LB)

i EYIHOEGEICIE, PRI O VWE 1B X O FVILiGHEAS 50% 2L T3, fiidiod FVI itk % 80 ~ 120% (2 #E
45, (HERE1], TEFYALXNVB)

SO IE M, EOREO N T BB % IR LR R 72 <, Bl 2304, 58, &
HH R RET A 00R RN IE SRR ERShZ L idzawvy. BREEOHA R4~ 3T 0% 3,
CNF TOMIRREBROHEREHD S, VWFE 151 £ O FVI A 50% DL E (/M8 S 5 B/l DLE) S, @
Y S URASTREE LT 8022 = e MRRGEIICB VTS VWEIENE, FVIILIGENEDS 50% LL ISR S 22 Wi
BIZOWTIE, BIESMOLGEIE S H B X OO0 ERI 3 HELE, EUROEEIZFM Y H B X ORI S
HLLE, VWF G, FVILIGEEZ 50% L0 EICHERF 42 & 912, B2 s Bio ik - Rtz ir) 2 & 259
"ENATWG 25

LA L7Zn55, Moz 3 i, mKFomMiE 100% L EicEmLTs Y, VWD ZHicx L Talk
REICHA BT 4 Y CHERSNTWAEELZELCTH, H¥H%EO VWE IGHESR FVIL ISR E L D DK o
By tiEEy. REREEINLZVATY T4 v 2L a—T%, VWD ZKMICHBIF 250k imomE X, I
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MFHREDEEDOG R D 5 F 34% & ERKThH B P 720, SH5WE~4 1% 0 VWF K= FVII G &
57 HHINRe, WBHHPEE RO LEEIRIE S TWw S 2,

F 72, VWD D VWE 6, FVIL PR OB E £ 2 5 2 IC T L, 2% 3 Bl CIBEICR A 729, 1
PR TR H L D D VWF i, VI IEEAKIEICE S 2 2 RN D 5. D720 VWD K, 58tk
24 BRI AN O B 7205 Tl e <, 435 24 BRI LARE D © O IO ) 2 27 H AL 114204205 Sl 12k
AR LTEL L7ERI T, ite R il & & MR S s oo, 55ith 3 8 HLEO s ins %
EOWECBLHL. ZDkD, 2 ~ 3BT TR R T, FEEREVBISRE LB L2 EREN
B EhTwa 22

518, AREERAR - HrA RIS & MR EEERSHER T — % ¥ 7 7V — THNER L7z [T % A/8—
b D R IO AR FEIA A FER S (2017 4ERR) 177 T, MMACWARR E oFF YR 0 E, FVII £ 721345
IX DS PEAEDS 80 ~ 120% 2T 5 X 912, LEIS U CHFHSEZ T L, Mt s HMLZ0 b5 745 50%
DRIZ2 X9 ICHERF T 5 L SNTWS. (RIES B OWE 1353 W~ 5316 #% 3 H & 50% DL 1)

T 72, THERA DRSS MOR A TR BRSO B IR A 4 K 2% Tk, WEWRE, & 2 WIS R WA
JERIFEIRE LM/ 8 T3 /uL DL b (REIE 43160 C b AUE M/ IMRER L 5 5 /uL L) et wz 2 HEE ShTwa.,

UEX ORI A KT A4 2 Tld, VWD VD5l o 1k #IC L2 7 VWE GPE, FVII GG ISR 50% (i
MEE 5 HL B E) &3 50% TS OMEIREE ZEO Sk (VWE LB R © 121 ~ 260%, FVII G : 143 ~
353%) 2 LRI L T VIRMETH B Z LI EL, LEIS U TILMEHEZ G, 5 WIEENdT 5 2 & 2t
T5.

WEYB WAL, FAET O VWE {EPES X O FVIIL {EEA 50% LA ETh, fliH o FVIIL G % 80 ~ 120% 124
HdapZ 2Ry s.

CQ7. VWD LD - 75l D L1 HIC & DDAVP & VWF e ifiHowThz HwiREH ?

IR - el o 1k A5 FE, DDAVP ~O SIS h 220 53, VWE & FEMmEA 24T 5. R, ¢
FUALN)A)

VWD O ok - {G# 11, DDAVP & %\ E VWF &4 i HAI S W 512 28, kb & 5 Wi 5 iikeic B
i} % DDAVP fii 3K 55 B 8 24K Na ME S E ) EIEHAMER ED Y A7 03B ), BEWNFMHELL TV iWnZ Ehb,
IR~ 28T 5 RE ' L5 2 ERAZ W (— ) TR S 5 W IZ0 123515 5 DDAVP 1§ 1345 2 [ R 72
W LS 2L B 5). DAE D DDAVP O T, IR, R o5 BT A RE R L TB 5T,
T F 72 AR L T 2 TR D B 5 PR L Cld, GE L oA R Eb: 2 Ll % &HE S bAoA
L, BIUGICHS T3 B2 IS EAEI LY, L3N TWAE. F72, HRSIERERRDD 5
B, ERDPEALT 2B ENDHL5-OMHEZMITEIREZ LEZ 5N TWA.

—7, pdVWF/EVII A%, BAED MEENRGIED ) A 7 BPEGHNICIEH VAL 0D, EEICIZIZIZFEZ bR
BOWLANVETREEDPED SN THBY, IRYSEZ BT 572012 DDAVP 232 A v MEZIFERE L 2w,
rVWF BHNIZ MR EGHED ) A 7 23T 4 72\,

U EXOARITA BT A4 ¥ TR - 580 IR H1Z, DDAVP OB TEIZ 2 h b 53, VWF & A ki 35 2
S22 L 23T 5.

72721, rVWF #FNCEIL T, Rk & B MR - 588 5 1IkiE R TOMHARES TR 0ed, S%E
BIDERE LT TH S

7. X1 von Willebrand FEfREF

%KV von Willebrand JEEREIZOWTOER
- $% K% von Willebrand SEBEHE (aVWS) 1%, Fli 4 O R BRHHEIC L o TVWFIHHESET L, R
VWD L HBOEEL 23 5 B RIEEREREETH 5.
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CIRBREECEIE, U o IRETESE, B RANIETENE S, B O, VRIS, FUIRBRBRRE AR T 2 & i -
RIEHRBRAA, MAHIET VIRIAA L 5 0MEREZR ELIKICb5.

M - SRER BRI AT X D aVWS T IE R IZ R ISR BEAT 1T & A &C, R 2 & 28
Znizd, HEBIKRTIERAREINTWE Z L% v, —J, OIMEFREICED aVWS TIE, BiZFEE LT
HILELSORIIME X729, L7225 T, IO O EEFOBZ ICHIERISE L 2B, &
HED BIFICANTBLLEDLD B,

- FEREREIT 121, VWEF BEAEART, VWF IS 9 % HOVho SR, 3082 % E12 X 5 VWF 53 T,
NEBEHIE~ND VWF W5 70 & 038 5.

* VWF XV F < — T Tld, % DIEBID Type 2 DX IV F < — i 29 555, —#? avVWS 13 Type 1
o<V F<—HEEE 75,

BRI 2 <, BEFEHE L 72 MMEIRD S 1, SERME VWD OFKIEEE R il 2 & 729 FH] D4 5D
%<, VWFHEE, VWFIEEDET L Twa584, aVWS L3 545, BUIRTIX VWF PUE=E, VWF i§
PEDFEEIIWMEICHRE SN TRV, $72, VWFIEME /VWF JUEEL23 0.7 LT IZIRT L TwW 5565,
VWF @5~V FI—=BRUML TV EHED, aVWS EZHI L T HEDNH 5.

<aVWS 13, ZEEREOEBRYI R TIIRESLET 2 2 WS/, FTEMREOERLERT 5.

- HIMGER O HEH 121X, DDAVP R pdVWF/EVIIL #A] TIEMAT P Z 179 25, €O MEISRREER B R E O FHAE
FE, WRBICX > TRECEL L., —BIYITIZ VWF OFEAKTIZL 5 aVWS ISR TH 575, Kinx
OB VWF D27 )T F ¥ ARV F 3 — PR O IGHEIC3ED < aVWS IZIERIRDS—IE T, 1402 1k
WERPEONLWEAE LD 5.

- aVWS JEBI O FA R IZ1E, DDAVP & %\ pdVWEF/EVIL #F O G- B e G5 03% 5. FAikEo 1k 15
HIZINS oA ZMHT 2061, Wik 5 B2 EL, &5%0 VWFIEEE FVILIGEEOH#E
BelllE Lz BT, G2 5 L8 D 5.

* VWF 12X 3 % H CHE DB 53 % aVWS D L IMLGEHIZ BT, DDAVP X pdVWF/FVII #A] DR R HA T
SRREE, EZeTY) Y REREEZET S, $72, rituximab DAL THHED H 5.

<) SBPER B A PET % aVWS Tld, VWF IZKE T A IR PUKICE > TVWED 2 ) 77 ¥ AN
THET L7200, a7 v KREFRENER LB\,

EBERIETERE S T, VWE ORITHEIZ L > TaVWS S3IET A & E 2 5N THB Y, MM HEIC L -
TaVWS 3eET 5 2 L%\,

- HOSRER A (SLE &) Tld VWF O HIBURDSHEAEICB G- LT 5B 2 &A% <, aVWS O HCLE ek
AER T2, RN EY) BRI 2 b,

DM REEC X o TIRAEFMIZE T D IS 23543 2 KEIIR AR A20E, PAZEVENE R ELOGE, il i T i,
AR FR B BEANAE, BRI TIZ, VWF RV F < — 2S8R SN TESFI NV F < —H KA -
AL, Type 2A LABRDIHETH % aVWS &2 E 72T H 6505 5. T2, BMIWEHDEROMHICE > TLE
|2 aVWS DL 5.

OIMEREEIZ X 5 aVWS 1Z, DDAVP X VWF &4 i 84 70 &1 X 2 IR ORS00 TlE B Wil G
Wb, EEZNMEAET 2563, MBNICERREOBREERT 2 LEDND 5.

7-1. # X1 von Willebrand SEfREEDEIE

aVWS 13, ZHkZ B ERMNRBIC L o T, VWFIEMHEDMET L, SERM VWD IZEML L 7z ek & 23
LIHBOBFRTH S 20 M - IR BR AL LI X 5 aVWS T HIMGEIRE, BT i< s b, 11
FEPI, #2% 0 EORSBININAT T, HENERZ D ONL v, —EidRE LOREZRTOAT, W
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10 12K Von Willebrand JiE fiE#E 0 FL A

FERE A il
1) ¥ BATH PR 25 WE - BMEAHOR 7 u— ERE v 7Y YiidE (MGUS) - B~ v s o
7)) VIHE - BEY CoSEAIE - AR E MR - R T F ) YoNE - Atk o3k
P 1 I
B R Gt N AREVE I/ - FLIEZS MUEE - B BERGHEEE - 18Pk B (1 i om
e i N Wilms' JEE; - 58 EHMESS - Al A B e
HESE - P EHWT) T b—=FTZ - ZOMOBIENRG - BHFxHE E - FARBEBRGEAL T RE
S I I DR PRI - O PRI - REMIRFIAE - IR RBAE - OB - AT SRR -
4 B PR IR AL
HeF)
PrAE#l yravaFRgrr - F)kFIVEY - FISHA 2
BT WL AH NV afE
L5 385 tFa* Y TF VRS —F (HES)
35 [ K1 1) TR TR 2 55 VI AT 345
Z Dt JRBEIE « JEGE (T A VR - FFER) - PERWG - BEANET O EVHE - P vaf F—T & -
Ehlers-Danlos JEEHRE - BHIEILHIE - EEYERE 2% - P2 - Tumer JEERE - 927 b7 )
VIRZ - RS E (o B

T2 MIMAEIR 2 RO 2 WG D H B 720, BMBMICES ZWIERI S 2. —J5, KENIRFEASE 2 B 4l
W SIEHEER TlE, WHILERH 7 — T VAR S LIELITEE 2B % & 725

aVWS 1E, T F TEUGT 700 Pl% 8 2 2 EF 2GS TB D 2 AL 0,047 ~0.13% *'° &4 7%
V. LA L&A, Budde H O 2P TIE | AT B\ CIUE S 7z 5014 Bk 187 ik (3.7%) 7%,
Tiede & O > Tld 1500 Mtk 35 Bk (2.3%) 25aVWS TH o7z ENTWwD. F72, Kumar H1d 1 i
BT 25 AR S N7 SR VWD45T A1 22 A (4.9%) 25aVWS Th o 72 &G LTwa. bAaTHE
T, BFSA 1 Mi%% 22 L2 BB 260 %09 B, 254 (9.6%) 12 aVWS 25380 57z & i 2
LTW5.

RKEPIRITARASE AL D aVWS IZBHEDE , PEIRMN 2 T 5 X 9 2 EIEORER TR PAS, aVWS &%
FELTHBY, DAENIZET AL EASKBINRFIAIEIAE D aVWS ICRB L Twb EfiE SN 5b. EiEKH)
WRFPFEZERETUE, LB R S HIiE O B A CdH 2 M RPEAER S, Ui LIZTHILE K% &
7o B0, 2R EIE A A - JERAEOEHICH 2 MBI EBR (extracorporeal membrane
oxygenation: ECMO) R*#ERz [1.Diliffi B 261 (percutaneous cardiopulmonary support: PCPS), AHARIHB) A T
ik Tl ERERBIIR A ARASE & I L C, (2T EBNCIFERITHED aVWS & E 72 L, Wil AS R LK & 7 i #
EhoTnd ™,

NS DOMEIIRTE Y, FFEDOIEBER B2 FOBE I aVWS 2368 2B IS W EEZ SN B DS,
FERICZ LWERZ S W L, B R A7) —= v ZBEDITbhTuhnizdls, BEMIZREIhTn5
WEEEDSR W 2L B, PRERITREE T, BEEROBIEIL 2 MG shTws

7-2. %KM von Willebrand JE{&EEDEBHRE
aVWS 1ZE 10 1R T3 F S R A ICITHIET 4. RRFE M D DIIEY) 2 SHEHEPEE I, 5 S5 mE 14 5,
JEI g, HORERE, OIMEREE, Zoftt GEFTERE) 235 5.
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Xt (1968-1998) n=266 ﬁ

ISTH(2000) n=186

KA (2006-2011)n=840 N N\\\\\\\\\\\\\\\\\\\N

INJ—13—(2008) n=35 \ﬁ &\\\\\\\\\\\\\\\\\\\\\\N

0% 20% 40% 60% 80% 100%

QUNBTERE OBREEEMARE oH4LEDY
mECRERE S LMERES g Z Dt

8 aVWS DI

BEOERL YA MY =2 Tk, )y, SRR EYEIES 2 AR D £ L, R TTOIIE EE,
HOfEwE s, FMEEEONHICZ W ERESIN TS, LELARAES, TS ORBIIEAHEICBIT5
aVWS OFBHIEDENKE B LT B NS, BERBROREWE,»SE 2 5 L, LIMEREEIZADE
T5HaVWS IZE HIZEZ Vb D LN S NS, REIXEE LA EER 2 EOERS H D, LIERE I
9 aVWS OEDHII L TV 5B 2 Wk TOERL YA MY =B BB BOHEZIX 8 [RT

FHEEPEB T L D aVWS OFIEME IIAH L S OIS A, —HO/MB L V2 M) —TlE, AREMEIM
ARIILSE (ET) T 20% (34 B /170 B1)*2 ~ 55% (64 61 /116 )™, EYEZIME (PV) TIWX 12% (17 B/
142 61)%2 ~ 49% (28 1 /57 B1) 2, - RERHEE (MF) 16% (551 /32 %)%, Wilms 55 4.3% (8 i /185 1),
FUIRIRBEBEAC T RE 33% (29 1 /90 1) L it ST B, DI EICEE D aVWS ICB W T, BRMED
RBIR W BIIRBE A RE D /N T 12% (7 B /60 1), JeRMELIRBZFHEORAT 21% (20 61 /192 H1)>°, K
BIRFIRAEHE T 21% (9 B /42 B1) 72 ~ 68% (21 1 /31 B)*' L v 2 EAH 5. TR Y, EAED
KEYIRFIRAE D KN, BRI BN BRBI D 12T T RTTaVWS OFIEDVHE SN TS, LA LAENS,
INHDaVWS GUFHELICE 2 i, aVWS OB RS TN LR L), VWF SIEHE X ) T L
ity (B <50%7% L), VWFIGW /VWE SUREMMET L28E (B <07%L), Hbwid~wivF~<—Hi
WICERERD LA RE, SFTIFLEEPHOON TS E, ZHEICBT L2 BEFOREEE 54 SR 5
TEND, ZEEHTavWS OFIERE X KT 5 2 LIETE R\,

7-3. %KM von Willebrand %E &3 (DR RE

aVWS OFIERF X, TOMBRBEICE > TRL P, —HEMHOLDOLH 5. —FBiZ VWF OAEE KD
KT95ZETHRIET S5, K51 VWF OEH « FWBSIEFEH 5 VIFTLHELTWAE. 2D avws i
VWE 28I IS S 72212, HOREREICL 2 VWFIRE (210795 Y R) OJtHEd 2 W IdiEEO HE
M re¥d—), oV F—O5I, /MR EEIES LT~ VWF Of5&I0HE 7% & DRy
XD, WM T A ETRIET B R
O VWF JEA DT

HURBRBE BB THE R —FBOFEAITIE, VWF OABSEAMET§2 2 L ST b, B HIRIR AV E
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I B EFRMBIEZ T X T LPMESINTED, FIRRAIVE Y & VWF OBEES R S
VC\/‘E) 233‘
@HCERE

) U oRBEGEE R R, FEMIEYS, & 5 WIZIBEN 2 AR A L 35 aVWS IZBWTIE, VWF IIR§ 2 4%
BH 5 VIR ACHASEE SN Z LICXk o T, VWFIHEET$5. HEHADZ 13 1gG
THoHN, IgARIgM OHEDLH 5 . IS OHCHTMARO KRG IE, VWF LA THZ LIk > TVWF
DINT Ty ARTMESELIEPHPURTH 5725, —HIL VWE 233 T — 7 U RII/IME & DR AT 2 5 HE
FLUCHE VWFIEEZ KT S5 H0Hbik ([ ey —) ThHb. 4 ey —fEplEBimFERA R
LRSI Tng 2P
BT =< VF = — DRIt

T OIS O BN, D= R IR KREYIR T IRZE & 2 I JEFE TN & MU RE O & 9 2 O I s T
5. 2HIT, BB REEONEETIX, KEIRFDRAE LI TH L) SELRTYIEIAAL 5.
3 DIBHDOIETIE VWF YV F < — 3R S, VWF DU Tdh 5 ADAMTS13 OFEH TR 238 5 %
D720, 3T ISHOEIE ADAMTS13 12X % VWF 5302 JUlE S8, fFFICE S FI VT =0T 5679
Type 2A (ZHBL L 7z IR % 733 2. ADAMTS13 PIAHC &, ET TIRIAVIMIA 5 i &5 A disintegrin and
metalloproteinase domain-containing protein 10 (ADAMI0) X° A disintegrin and metalloproteinase domain-containing
protein 17 (ADAM17) #%, FERICERCIZ T T A I U, ZhZERES TNV FY—2 052 LI
X0, VWFIEEPME T2 &G shTwns >
OB FEE~D VWF D4 Ut

V) 2 NBERRPEEE R BRI S, & B W I3 — B BIEIESS 12 B v T, MR~ D VWF G257t L,
VWEDZ )T Z Y ADTLHET 52 LIk > TVWFIEWEDMK T 35, VWF #iG2tET 2 KO —> & LT,
JESEHILICB1F 5 GPIb O RAMERBAE S hTwnp 2120
GFANZ X B aVWS

aVWS LR 2861 LT, "V 7 ulE JLCTANARE), Y Tuzudsyry (iAWY, rItt7
VE Y BUERAD, e FedFdzF Ry —F (MEEHEA]D) 2 EPMESTEY P hsodH %l
IS MEEIR DS A SNz & Z12IE, aVWS IZOWTHET 2 LENDH 5. AN X 5 aVWS OFFERF 1T
AT LR D, NIV T UERIE VWE EARE, Pruruaxy vidy v 5ok, e red oS
VAY —F3F vz Bk el s hTn 2

8. %K™ von Willebrand SE{RE N

aVWS OB id, LR EOBEARE & I, RKERE, BXOERFAOMFEORIE, 1HMEREREICE >
T A, BHMEOIREDOTFIAT) T ENLET L.

fif & Ao WIAERA D 0, HVEE B o BEARE R R, Wio KK & 72 2 AL 2572 W A1,
aVWS % & 72 IR E OB EDSLETH S, —J, aVWS 2 40F LT VIR EN D 5 5411, WK
ZMAEIRIZZ L < T aVWS OF BAMZ L, AME B L E R o LI 2 2 BB D L. 12,
aVWS Z Wi L7233, 2L 2 20058 - KB ERBT L2 LEDLND 5.

8-1. WD -DDEFKREGE
aVWS 2 ZWi§ 5 720 0 LM REMAT X, JeRME VWD & ZERIIZIZFE U 20 ¢, Ik A 7 ) — = 7 kA
LT, &mEkE, PT, APTT, 74 7 27 2l L, APTT HMOILEEN RSN LEE12, aVWS &t

LRI RSN X
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T VWF PUE R, VWFiiME, FVILEWHZE 5. 72720, aVWS T FVILIEH O TR wWilia - B
DA, APTTDIEENED ONBNVWI L H 570, BRI HMAERZZD 558121, APTT 251E%
WTH aVWS DIEEDVLETH 5.

aVWS &K% VWD & oL, BEOMIMEERLKEREIZ X - TEEZYE b H 555 BRE VWD i
MAER DB 2 KRB MBI L K 5720, LIFLIEWEETSH 5. BIZ TN LR 3 2 #iBINRAE &N 02
ZWl A LAELH 5D, INSOBED —HOLRKE VWD (Type | O—#7% &) 2B W TIXHEEEOHT A
DHNDT0, BURTIE aVWS LB RK1E VWD & Z S IC8 T & Ak v, L722s-> T, IMER
DOFE aVWS % B9 BRI, W8l VW BIEMAE D EiiL T, RO VWD 258 28 25H 5 7.

8-2. HEED

INSORAIZEY, OB\BEHMEDZ <, @REFAE L2 IMGEIRD S ), @R VWD ORIKER
OHIM%E X 72T A OGN % {, & VWF JiiE, VWEEEMET LW a4, H 50k VWF i/
VWF JURR A 0.7 LTI T LT a6, VWF B0 VT —DORML TW A4, aVWS LB
na5.

VWF DL RWVIZEBDKE L, SEFSFLERCLDED TS 52 &%, VWF JURES VWF itk &
IMAERDFEE LT LHMHEL 2w &b H D, BURTIZavWS L Z ¥ % VWF P E, VWEF iifEo
HIZARE ISR E ST, JERME VWD & RIS VWE i £ 7213 VWE JUE R 2% 30% R IETF L Tw
L% aVWS L2 2D HIUE, VWF EME /VWE JUR =IO T R VWF B0~V F < — O K1l
b oT, aVWS LB L TRt b & 2 21217 20 2% 205239 0 bz i 45 1 55 <2 B Bl B A6 BR AR O
aVWS 1, MR EDTEIRE LW L7720, VWF OB SN WIERIN% {, FIZVWF B9 1~
VT —=DORUNZ & > TR SN TV L IRESZL .

8-3. fHBHRVIRE

BAEDDETRBOEIG & 72 5 T % aVWS Bl O IL VWF PuliiE, VWF i, FVILEEDO A TH 5 53,
N5 DA VWE < )V F < —fi##f, VWF:CB, VWF:pp, T VWF Jifk, DDAVP % VWF & £ i 24 o £
BB EOWENZMDOBE L b6 H 5 22 L Leds VWE:CB, VWFE:pp, $t VWF Hifk
BTN LMREZELARNVOMETH Y, —HICIITrbh v,

O VWF =V F < — ¥

KRG D aVWS Tld, EOTINVF =0 PH 5 VIERMLTEY, VWF ?IVF < —f#HTE aVWS D%
WriCIERICHEH E SN 5.

VWFE i /VWF U R E o~V F~v—1k, BWHBEZRTETL2HED, RELVWETIHED D
%P2 aVWS # 4 PE LR T WERBRED D 5 A1, VWE PUER R VWE 51, VWF it /VWE Pl &
WARIEETH, BT~V F =254 - KAWL TW2580H 5720, aVWS % 59 JEFIC BV TlE VWF
TV F I —RH AR S TV B 2,

VWF $itliiit, VWF 5P, VWF 5 /VWF JUR RO T 23% {, SBaF I VT —DABA LT B4,
ZNHAHMOFIH & 2 D152 00 L) PIEBHETIE R WS, FRICOMEREICNE) avWS TEES T~V T
Y= ORI VHEEIITH B720, BRIV F YT 2 EERT L2850 H 5 2. Bl Tl BBimiE
DRIVF T —fFNFERE T P A N)—=TAF v ¥ LCHINT 2 HMMESARD NV FEEISHT 5551
WO Y FREQEGR 7Y, R H o M & BRI % 7 — 7 )L Tk L Z 2o &5 TR o
HEOWL P IZE T, VWEESTILVFY—DEE % FIRTERMICHHMT 2R A BT ST 5.

VWF <V F < — AT I EBUE D AE TR S L TW w00, —#B0 2l T3 E_A T iE T
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HDHID, aVWS 259 A2, WHEARRY) v VF =2 EiT RELE2 5N 5. SHEBRIGEK
Wil EENS.
(2 VWF:CB

VWF:CB I VWF ® 3 5 — 7 VIRT 2 REWEET, VWFIEEEEL D &, VWF BGT < VF<—0b % K
LT wESbh, OIMFEEICME) aVWS OBWIRES RV E T HHE 2 2 5.

(3 VWF:pp

Mo VWFE:pp & VWE JLER E OIE, VWF D27 ) 7 5 v ADME RS/ 25 25, K50
aVWS I VWF D27 ) 75 Y ADICHE L TWAH 728, VWFPP/VWE $UERILD 2 DLE & 2 5. BRSO E R E
1) VoS B 2 SRR & 5 aVWS TIREE (4 ~ 10 FEE) 2oR§ 2%,

@O VWF itk

VWF 12X 5 2 ifk (BT VWF $iLK) OfFFEIE, HORIERE KD aVWS OB WICEHTH D, ELISA
B (VWF $aHK)"7 VWE i1 2 F w72 IE# IMAE & @ Mixing study X° Bethesda 3 (VWF HfIIFiK) 7% &1
Lo THENTERETH S 27 (BRBARIER). L2rLa2s, ISP VWE PUEROBI P, winid i
FIRIZBIT B4 ey =Ml B EER SN TV,

ELISA {12 & 5 VWF #GHiROMlE X, BRE DR, BORERTEITE S avWS IZB W T,
FTENTIEB D 20% LT T L 2RI & L. —75, Mixing study % Bethesda #:12 & 5 VWF HHIPUAR DI E 12,
HOPURIZ X % aVWS O KERGDSIEHHIPURIC L 2 VWE D2 ) 75 Y AT TH A0, 25561
B ERESIEF IR 22 LA - T, VWEICHT 2 HOlAPARHT& 2 wiiaTdh, HOHARICX 2
aVWS Z BT H T LITTE RV,

(5) DDAVP X VWF &4 i 85 0 £ 5- 35k

DDAVP % VWF &4 ifi Al O #5388 T, VWF EA3FE (HIEE) O TR Bl o 825580 5 5 3

HIZS, PUVWFHEROHEIER 2 ) 79 » ADTLHEDSED N, aVWS O REEAVRIE SN 5.

9. %X von Willebrand FE{REE D ;5

aVWS {6 O HEEIZIX, aVWS OB - i s, MIEROEE - FHio 2 DOMEH ), JHKE - T
WD IR BIC X o T—ERDEREN R S,

aVWS DEff - IHIZ DO W TIE, aVWS 24 ORI BIC L > THRIET 2 EIHETH L 2 L0 b, HKE
%o TV B AR EILETIUL, aVWS UET 2 TREEIZE V. Led-> T, B EREOERE 1T
)T LD, aVWS OIERWERTH 5 0. L Lads, EFREOLENT ISR nEERe, %
R B LCTD aVWS O IIER DT 7083 L 2 WA, AR EOBRH I 2 THIMERISHN 3 %
BBV VEE 5.

9-1. ILIM&EHE

aVWS O W MFERIZEAR ISR S OH L Wiz, WE 1T IMEEO On demand 1EE %0 1ML WL E B O F
TR ERATH O TH ), VWF LU AL T b FEIM I O @ R B CR3AETH 5. ILIMEHEICIL,
TR VWD & UL, I WAL A S WAEYED VWF 2 i &2 % DDAVP &, &E#IRIYIC VWE 2 #i 75
5 VWF S AR EA, BT DANIHIBIE L U CTHMEH 2 EAH S 5758, —EB0 avWS 12
FoEr T 7 VRERE: (IVIG) PAMREEDH B P

(D DDAVP

aVWS 281} %5 DDAVP O ik, H=EIZLERME VWD LHEETH 55, K5 D aVWS 2327 1) 7 5 » ATtk

LRI RSN X
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\2& % VWFE O DENTH 5728, DDAVP I X o T—Hl 2 it VWF oINS c& <y, ML
PRIEDE SN VBV 2 F /2, I SN TH VWE 2B L Tw AR T, +o9 %2 -ed 5
NEWEELH 5.

MEOEBEL VA ) =" T, BERESNZ 186 B 119 112 DDAVP 23 S, 32% (38 1) 1ZHR
B EICB W TEEEDTRD 572, TORMBIIEHM U R Loz @E 3N TBY, ol
— i TOMAETH G 4 BB ICUEATFED SN0 38% (561 /13 1) L ShTws . LirLk
BHINLOWMEIZBVTY, ZORRIL aVWS OEFRBERLZOHEIEEIC I > TRES R LS. L7235 T,
DDAVP % aVWS IZHW 2 55121%, & 50 LOHEGREZ 1T, VWF EARIRD ¥ — 7 2 Fif ik i %G1
LTBLLENH L V.

DDAVP (Z1%, #ilk, B KOEHE, ZRZ EORWEHDD 579, RIS OEB L IERREE L 75 avWs
RERBETER, 2 WI/NERZEICIMEHTELZWEEDDH S, £72, DDAVP E UGG X )RR
WEGTT %720, FUSHED RWIERME VWD I2B W T, BYED ML B Bl L E O TR I LA Hw s
7\,

D bEXy, avws oklinif#, HIFFiicB1) % DDAVP O@MIBREN DD LEZ HND.

(@ VWF &4 it 454

VWE &4 i 3A3E %, DDVP & 0 LI VWF 2 NS85 Z LA RETH HH%, VWF D2
V77 v ATCHEICEE, VWF OB A 2 W ietkE2sd 5. F72, VWF M2 AT % B CHURS AL
THEEAIE, HE5 L2 VWE 259 Sl LI R T LI v, i EAPEORAWEAEDE SN S,

HWEOEEL VA MY =2 Tk, BERS7z 186 Bl 115 B2 pdVWE/FVIIT BAIAEHN S, 37% (42 1)
WRIRDRD SN EWMESN TS, EEEBICL o TRELSHBRIZR LS. —77, 25 BH 2051 (80%)
WZRIRDPRD LN & T LH G5 OMEDH 5.

DDAVP & 13572 0, VWF &AM EANIRE, HEICESThE, VWFOZ )77 Y ADTLEL T 5
FEBICBWTD, HAMREORRIZIAADL EEZ NS,

L7255, aVWS DO ILME I VWF S M EAEZH W L2E5120, Wid o> THRGRBEEr EmL, hHE
DY — 7 RFHRFM AT L TB L 2 EFE L., 5B ERTE T ARWEgAER, PIofkb ik
RYE VWD O Ik IfiiEH# (7, £8) 1ZHEL, HG5HOBEAIALE=5") ¥ 7 %iro7/2 BT, Ik FE%E R
i ha, HGHELRETLLENDD.

%3, tVWF #H %2 aVWSIEFNIIH W2 HEIZ T 20 w720, FEEOMBIIAYTH 525, RB#EIS Fixk
K, BREEZMDIHEHITRETH 5.

P A

k7 A FH AW EOPRRARN, BEETEO SR S o MIERS L THAITH ), HATOMEH
& %\ d DDAVP R° VWF &4 il i A L DEHATRECTH 5. WTFNOEBRBICB W TYH, BE I o Bk
FRICIZH 5 —EDOMENIHETEX L LEEZ ONDH, aVWS I IO AT FEE 0 B PR 72 &, SEfbR
BEARBMARTED Y A 7 & 5ENRV R RvIzD, HHT2HEXMBIED ) A7 1I2Oo0WTHERL, N
ATAy NeVRZETHER L ETHHAT2LE D 5.

@z a7y v REFHE (IVIG)

DDAVP X° VWF & i AN & 2 ILMGEHE T H o 28 k035 5 e WERITlE, fEra 7Y v KEk
& (N TOWMEDL 1T 1 gke x 2 HIIDOE) WERMRLEDD 5 27, oG MOBHRAHOK 7 0 —
YPESRE T 7)) CIE (MGUS) R0V v SEE A, FIEIEE, B ORERR L EERE L 35 avWS 12
RIS S TB Y, HRBIO 2/3 1390 VWE Bk Th - 722 shTtns .

L7235 T, TRODIEBERBIZL S aVWS IZB W T, DDAVP X VWF &4 i fi A o f 512 X - T
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JERATHMCHIEATE R WIELEIZIE, IVIG 2 BT A& EEZLNS.

BHBMESHBT 2 T THROZET 2720, AIRIEIIZZ LW 2P 25, KSR REMIBVLTIE,
B 20 BRI AL E o BB kI b AR & E 2 S, 21 HZEOREHRSGICE D, —ED1kin L~y % R4
52 e SN TV 2P,

F72EBIC X - T, 1VIG % DDAVP X VWF S A g BAI O T2 2 212X - T, TN oIk %
B0 BVEH D i S htwn g 2020
B®F D1k

Z oMb, ZYEHMOBHRIC FVIa BADPERTH - 72 & T 585 222 %2, HEHMAKIZE 5 avWs 123 L
THERIEDS AN TH - 72 &5 5HEDDH 205, BURTIIHEL SNHE#FE LTS 2 .

9-2. ERKRBRDIRE L AEREH
9-2-1. ) 2/ BEBEM AR

MGUS, ZZMEilE, FEk~ 7 aza7) Ve 85D 2 ERIE, JERT 300 vl ED)
YONHERE VRS - IEIIE RS & o THRIAET 5 aVWS 1E, BEDOEEL VX MY =" 2BV TR L HED
F<, aVWS @ 48% (89 f /186 i) % i B LI N T WA, FHAEITBIT S aVWS DFIEHEIZDONWT
i, FLESMEDLVZOARHTH LD, ZNFE TORETIEMGUS IZLX D aVWS Ak b\,

V) SHERHER BC X % aVWS T, pdVWEF/EVII ##]A350% (28 #1756 1), DDAVP %% 44% (26 B,
59 B) WCRNENEH o EHMEEN TS D, TS DOEBICE S VWF OB, PR bHn e
THHMENEL L, BRI IBBELTIHMEDH S 2 MGUS O 1gG BUIZR BB Z LA, IgM, IgA HliZ
ZHIRRI RSBV E T 58S H 5 P

—7J3, DDAVP % pdVWE/EVII A X 0 & IVIG B35 L2 L 35 WE 3% <, 37% (18 B /48 B1)*" ~
80% (20 11,725 BT \ZRIED B o 2 EME SN TS, HHBNEBT B IEIMA I BT, 552 1gG Blo
MGUS IZBW T, #5#HA5 VWF & FVIT ML, 4 HEICY =27 22 714, 21 HUNIZHBEHIC
BT HEWMEESNTYE M (IgM, IgA B D MGUS IZIZRIRAZ L), VWF IV F < — 3% G-I 24 B
T, VWF LUV 48 BEICIERICHIE T 5 L ShTns 2,

DLl XD 8Bt B X % aVWS D IR IMLGEHE X, MGUS 2T B MRS 22, 1gG B A2 Lok,
Wil EIERE - F2EL 4% B L7421 T, DDAVP, VWF &4 i HA, H 50X IVIG O M 5w it
DDAVP, VWF &4 A A & OPFHREZ ERTRELEZOLND.

NS OBBUING, BIFRER T a4 FRquEiifilF i) L7z & oA S ™, i Tld CD20
X5 € 7 87— VPR TH 5 Rituximab DF R SWHE I TWD. L LAAS, ShbodH
WFERBRBOLELZHNE LTHRGENTWIIERNNE L, ZORRICLIEL->TavWS dEELZ DL
EZAOND. Tz, MHEREIRD: S L RERERE W aVWS ICER L2 & T 55D H A 05, 3R
LTV,

9-2-2. BREEEMIES

ET % PV 7& & 05 BiREIES 3, —RMICIARRED Y 2 7 Himwvas, BIERD LIZLIFEO 6N 5.
COWIMAEIRIE, aVWS RMVMEO RN - FEREMRFE, MAFNEMEREE, 25 WIdmRE P00 Lig
LIZHW SN TR HUIVIMUGEDE & EOBEAN R BRTRIET A2 L E 26N Twn5 7.

B RERVERES I X S aVWS 1, ET 12X % aVWS 25 b S S, IRV TPV IZ X % aVWS Dot
%\ 75, MF RSB (CML) 7% £ X % aVWS O3t S & 5 22,

ET, PV &, IMi/MEEE VWE G, & %W id VWE I /VWE SURE O I B MBS D, iU
& aVWS OEDHEEEIC O M H 5 LG SN TWwD 242 L2d3o T, IM/IMIES 100 77 /UL %88 2 5 i

LRI RSN X
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%2 HY ML ) % 520D BHEBIIC BV TIE, aVWS DA O WTHAET 2 LEDH ), VWF IETE< 30% D4
P IR 2 8 B DD B 28,

F72, ET TlE, HETIEGIR JAK2 VOITF ZRBEVEBIC aVWS BB LV LT 25 > 2 d 225, ERO
FECTHIPHEEIZEDL L2V L3 2MEDLH Y, iz —E L Tk,

ET |2 X % aVWS OFSIEME L, BN L 72 M/ O VWF #E B ITHEDE 2 5N TWi228, /MU IE W
1L TH aVWS ZRIET BIERIASH 5 20 Z LR, ETIZBUT B /MR GPIb (K45 VWF D& I3 1EH
~ETFLTW2 P Zehlhs, BEIBEENEEZZ 5N TWS ™. T, EARNTol/MaEE L
9 ADAMI10 % ADAM17, & 5\ & ADAMTSI3 12X % % V87 5 EDS5ERT & LT S Twn b 2

PV IZBWTIIRIMERIEZ IS T IR0t R L, ET L3R LN E 2 5N T3 2 A, FHilik
AHTH 5.

GREREMEIE RS 12 X B aVWS DIRIMARICET 2 L T o MBS, EELY A MY =2 Tl
DDAVP 75 21% (3 51 /14 1), pd VWE/FVIIL #5125 14% (2 B /14 ) IZHRI CTH o7z BESN T L. —F,
o> B —Jifii% A & O T, ET OHIMAEIRIZH$ 5 pdVWE/EVII BA ORhH X 80% (20 1 /25 B) & Hiis
ENTWAD. IVIG Z W IMEBRICE L CTEIZ & A EHED WA, IVIGIZE L T ZDOHRENSE X,
BIREDBZ LW BEEE DS R .

ORI, FUl RO LR MBI AL AR TH 5 2 L2 6, IIER % 72D 546121,
Z OO FT RSN D HBEOBIE TR TH, aVWS OWFEZ HIWICHEBEZ LT 5 2 LRI Tw
é 257.

9-2-3. FEMAEREE

Wilms JEH; (BF3ENE) 272, 2L >, B °, KB %, B WIE >, Ewing WIE *° 72 &, % O IR
JEBZZ D aVWS S PFDRE DD 2 23, Wilms FEELAMIFEGIHREDOATH ), aVWS & OBEEIIAITH 5.

Wilms %512 & % aVWS Tld, VWF O T A EEEORERI 2% <, HIME ) ASEEE 2w BIE A 20w 29 28,
JEMTI o R 2SI L 2RI A ME ShTwd . F/2, % »avws L1384 ), VWE itk &
VWE P E AT LTWw 5 Type | BROIEBI L VW& ST w2 2 JEREOKRESKE WD DI
VWE DK T3 LW ZE05, EE~O VWE &2 aVWS OFERF & LTIl S hTw 525, JEl
B 52 Tld e v,

1B MAFEIC D W TiE, Wilms BEEA/NEICHAET 2 0ES TH 5 729, DDAVP Offi HIZWEETH 5 73,
pdVWE/EVIIL BAI O E AR IRV ERE SN TWDE 7,

Wilms JEE DIEHRIC L > TavWS 13 2 ~ 4B THIET 5 L E I hTw b 2,

9-2-4. HCRIEERE

EHET) 7~ b—=7 A (SLE) G GRIE, MEZIE, Sjogren's JEMERE, 1Y) ¥ IREPUNERRE 2 &, 1l %
DBEFHRTDH aVWS ORIENRE I N T WD 2O, 1FLAEIEFRETH Y, SLELUIMI T & T o 2
DI,

SLE Tlx VWF {2 il 2 HCHAROBII 0% <, VWF IO T R IMIE RS & i S hvTtw
% L7272%5 T, DDAVP X pdVWE/FVII BH| D 115 S s, ZoRENSE 2, IVIG ORI
HCTED. FIBREA T4 FR@EHH, Rituximab 72 12 X B EBEIED MG STV DS 2927 53 )
Yo B AR, SN OFFNIII TH S SLE OWEIVEICH T A EIHEAZ HIYE LTRSS
NTVBERNEZ L, ZOMPIIE DR >TaVWS bWELZDDELEEZOLNS.

—77, HIRIRBERBICTE D HCRIERTIC L o THIET 25605 0205, HUIRBERRINTIEIC BT % aVWS
1&, VWF OREAEMTIZ X % Type 1 BED VWE kA% & 729 2 720D, VWE YV F < — D55 Ai 8 7 — VI3IEH T,
BRRE~HSERED aVWS I L EF 0, L9 LS IMERZ B4 5RTld 2w 2,
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REEASVWF O 2 ) 7 5 v ZATLHETIE V72, DDAVP X pdVWE/FVIIL A O RITEL v E PR
BH, o4 HIERA B TH ), HAIREAIVE ¥ OMFTHEIC L > T aVws OIFEIZERL 1w #HT 5
720, TS Gz I T 2 8051304725 2w,

9-2-5. DIMEEE

DIMEREEIZED aVWS 1220V TIRE S OED D V), FRICKENIRAIAAE & B RBIIEER (Z B8 9 % &
ED N,

KEVIRFARAE TI1E, PR KEIIRF TOIEF A OIS & o TH U7 IR 2 & ) IS 2% aVWS %
FlE . FAE (AOR L KBRO &K KEE 50 mmHg Bl L) O KEIIRFIEZRE Tld, FEBAEKRIENIC
VWF BT VF =20 L, KB aVWS 2o Tw b EfEIhTng 229270 =z
LD o bV ENZIIET NDOREYIRFTAKZEIEZ aVWS TEBI AL 5 L HEN S 5.

KEPIRFIRZRE N AZTHLE BIMAE T 2 2 LA Ao TB Y, FEIEKBIIRFIRAIED 30 ~ 45%
WA ZE GRS, 7~ 4 %IIEFEEOHLFRMAEHT 2 LMES TS 7. ZoaHE, MEEOAN
% & o T Heyde SEMERE & XN, FOHIKO—FIE Type2, Type3 & [FEk, HALEFIZBIF 2 MERIEERTH 5.

KA 7 — T VIR BEYIR & A % FE 0 U 72 KBy IRk 22 R 1 400 B 0 12 5 BLIARZE Tk, 3761 (9.2%)
WAL B AR S, MEREESHRTEEME 76 (1.7%) LG ShTwb. bHETIE,
WA & ASEAEREIRFILAZICTARE L7231 D9 B, 48] (129%) ([CIMEREESMHRTE 2 8E> L
TV,

WP - G BRMEFF ISV B ECMO™” R PCPST* I2B W T HHEZ L D aVWS DD H 1, 2017 4E X 1) bAsE
TOMMHEE & o724 7 — 7 VI B A 008 Impella® T b #7255 5. 2 S EEMAMIBIIEER TIx
aVWS IZEBNCAETLTWE LT 2WE P D), BEHEIEFRICHNEEZONS

ISR Z LA TR THICRETL2ETVISIPEREZZoNTBY), A U ExRH
W2 PUI AR b AT S5 720102, BUERE A & KIS A Sz h = 2 — LIl AR & o i X
AN WETH 5.

UEAE, R T ORI/ NRAL S A, AR 2 AR DS REE 2o o 72, SIS RN ORI A TLOE & RS o N
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