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3. ARk - MR
3.1 88k
1NA 7L

Wioe 44 R XY #1300

s |R=ars 7LVv77 1300
(GEfEFHR ) EIFEHAL (TU)

Feayllibail VAR 11.3 mg
D-vr=F—) 200 mg
kLo — 2K 100 mg
AR VI R— 180 1.0 mg

INTHESRI - HRES K \10 mL

ARHENLTF v 4 == ANH A5 —Fi% (CHO) Mifatkz b s n s, 72, BT
BIZBWTY AN 7Y F=~Mlgsko €/ 71— Lk O'CHOMIE HI 3k o
fRFfIfEz 72— V2 EHLTW5,

3.2 HEIDMER

PR BB | AFNZ AR oBUIH K TH D Bz A THE
ML, AT 2 EMEEWOHELE RS,

pH 7.1~7.5

2B 191~234 mOsmol/kg

4, FhEER IR
von Willebrandfm & & (2 6 T 5 H &= O #niEH]

6. AZERUVAR
ARFHN % AT O IR0 mL TR L. 4 mL/5 %8 2 70\ i
THRERISHIRANI ST %0
WE, 1§F L Lo BFIZIE, FE]L kgX72 1) 40~80E BEHAL &
59205, BEORES U CHEERT %,

7. BERUBAEICEET 215

7.1 BEOMAEEVIN 7% (FULC) 2#l%E L, LIS LT,
AHF) &M S E VI (FVD #550 % S35 2 & IR
ROFVIL (GEE A Mg S5 VI 1) 34550 % B 3 2 56
X, LEEEFHIOvon WillebrandKF (VWF) &AH®EICHEZEL T
FRHEOMEATET L L, [7.4.28]]

7.2 HmeFQ ik mAE & EIE

7.2.1 BRI QYK AR R OESEH = % DUT IR,

2 ML OV R LR SR R O HESE Y

WAL GO T 55
. | , e
4 1L oD A o | U BEREI L
IRy snamm)
PR A 0L 40~50 1U/kg |40~50 1U/kg% 8~
(SR, OB, H AR = &
Bl E)
L 50~80 IU/kg |40~60 1U/kgZ &2
(T AL P O S 1 ~3H . 8~ 245
1, 8% L g2
AR AR RO IMG. BIE
AL, FME P &)

7.2.2 BIMFRIZH L, FULCA40% A 2 WIZAH DAL, A
#2515 1057 DINICFVIEA 2 #8595 2 & [7.4.25 18]

7.2.3 WE#%F5-#Dvon Willebrandd+) A Mt Fra77 27 ¥ —
W (VWEF:RCo) RUTFVLCOHIFL ~)Vik, Fh2i, 60%
B UM0%FBREN T 5 LT 5T & RIMMHFALOBEE. FRRIY
[ZEEE ENAHIE, VWERCo®D T 7l50%18 % #a§ 5 2 &

7.3 EfTHADIEmEE

7.3.1 THRTICAR L O BS CRIEA #5456 2 Lo
Wk, W RO RO ME R BILE T3 5200, i
VWFRCo K UFVILCOHEIE H BB S HI T 5, Tl
EDOWRBEY - 7 EIZLTOE B,

T o FE M Y — 7 fH
VWEFRCo (%) FVIL.C (%)
ANFAl 50~60 40~50
RFAh 100 80~100
7.3.2 FAIEEHATOAK OG- EIE DT o THNT 5 2 &,
VWFRCo® HiE) (VWF:RCoD X — 2 " i
DU 55 _[ M4 L ~v ) (7 A VIEEL )L H (kg)

[1U] IR*
FLABNEE (IR) @ BHEOMAOENEIE (PK) 77— LT %, & LPKT—
¥ ARHLE D HVIFBETH OB IZIEAR OIRZ2.0 (IU/L) / (IU/kg) &L
THIT LI L,

*7.3.3 FUI.C% HIEMH £ C LA SH 572012, FUIEHA o8I5S
WLEE LD DD Db, HeoBlid, FIIEAOIR K NET
WD Tk,

7.3.4 FHliMGHES . VWERCoMUFMCARE=% ) > 7452
Lo i R Uit o bm LI GBI, BEOPKOMERF L.
WL SN B IEME) R E ZOWIM . K OGO HEGE 12
HOWCTHENIEET L L,

7.3.5 FHNFHOHE

(1) AFOHEFGIZ LD . WRPEDOFVILCAT4RE M # F CTHREWET
WWEELTCLEATAZENRENTVS, L7z25-> T, FUL.Cx
MATICHESE B R TR o%A - 30%. KFMO%HE 1 60%)
DB ER &0, Fiiz G 512~ 248 BETCAK 2
40~60 TU/kgd AR THG L TH L\, [16.8.15H1]

(2) THl7BALGTT O3 LI AP FVILC 2 E § 5 & & AhfEdE
END, FULCHHESE: HEMELL L oa3. FAarBIaE 1R R
TIZARH 2 A THE- L. VWE:RCo M UFVI:C% 8] 7 L~ )b
VAT 2 2 &0 FULCAYES: BEEMARMOS &1k, ARFNZ
T, FWIEH 235 L, VWERCoR UFI.CE LR &85k,

7.3.6 BRFHOHE

(1) WHETHIUX, TSI =2 F 4 » VWFRCo K UF
VILCZMIEST A Lo b LMIETES, VWERCoM OFVILCAAH
5 ARSI AT O ARF O3 5-58:1340~60 TU/kghSHESES LD,

(2) FATOIEERIRTIZ A & HH <. UIFVIEFH] & R L <R
#%5- L. VWF:RCol UFVILCAS#E Y] 2 ki L Ny £ T LA 5
EOBGEERAMSTA L,

7.3.7 Fii0ER

(1) Tifrts b M4 FVWE:RCo & OFVILC % kg ic e =% ) v 7
T5HI b,

(2) BH. MAEOMHAHEECBIT S, FMOMEHET L OHEIEHE N
78 B OHERR% 5- OB & 2 DR AE GOV TR ISR T,



SN L IMBEHVWEF.RCoX UFVILCO HEE & 7 7 fl3lE NI A
Frf G- o8 & 2 oS- HH

Fki o MmigEpEE N 7 718 =35 w5
faij | VWF:RCo (%) | FWLLC (%) 5. B
firte | Mt | Atk | WER | wipg
T2MREM | T2WEMH] | T2WERT | 7208
FT | D | FT | DK
AT | > 30 - > 30 — | ASHEM] [12~24HF
RF | 550 | 530 | 550 | >80 | 7zmm |- s
5 @ o

7.4 HIMEROIWHID 7= DELHNV L5

7.4.10 @F, 1AdH 72 ) RHI40~60 TU/kgZ H1~3MHx53 5. B
FHORBEIZIL U T, 1ald 720 80 TU/kg #8273 v P C ol F
WT& B [17.1.22H8]

7.4.2 EMRTCHRE T IHE M I AYEH L. WEEFVLCAM0% 4
W OUIAII 2 BB 1213 RFNS- RIS FITERA 2 FH#HS-9 5 2
Lo [7.1, 7.2.22H]

8. EELEXIEE

8.1 AFOFe 512, ILMEEEOHERERE Y b OEMO b & THth
THZE,

8.2 BEDIMHFIZVWEFXIIFMIZR§ 54 Y e ©F —» 5435
BENWDDH L, KHNEHG L THFHEL MBI EI 1SS LA
WIBAIIE, A e By =03 E R B, ERES S v e Y
Y — O RAT) 7 SIEFIRSRIG L, B A REEAT) 2 L,

83 Ay —ETF 74 T7F LI THET LI L
Wb, 7TF747F v —RKInORFEELXETLEEIZBNT
ETRERIED A Y e By —ofFMEFHlid 5 2 Lo [11.1.12H]

8.4 IfIARZERRIEDEE DN D B 6 70 EITIZ MBS U I i 5 [ R A
 (D-FA~—%) OF=F) 7 %&ITH 2k, [11.1.228]

8.5 RHOIEEH LEFHE. EHIDE O Z UM% HEISHE L.
BE L EOFEAEN AT RE & HWT L 2286100 AdH
THZ L, BHELSTTHEICIE, BHTESOBREHLTE+
IICFER L2 R FERICCEY RIGESITRA D 2 L 2R L7
LT, ERIOBEHIRED L L CEMT LI L, T BEHE L
ZFOFWRIH L, KA OFHIZ X Y IHB T 2tk H 5 EIE
FEEIZOWTL oI L, EEH CENZISMS 2oy
HED b N B ARV B O IR T4 a1,
RPICEFEEANERT L L0 ET L2 L, #EHE. EEH
CEST O R EE 2 4121 E, RO E T CEE |ICBIg§
L&, WY RISEIT) L,

9. RENEREZH I HBEICHT IR
9.1 BHHE - MEEZFDH 5 BE
9.1.1 FHDOKD. TTVAREBNLRZ =22 N7 B UEH
EEQBREEDH % EE
[11.1.1ZH]
9.1.2 MEERMBRDOYRIDH5EE
ADAMTSI3® &l B3, Fili PEEESE T, AFHEG 12
L0 MRERAEIEZ 2 WREEA D 5. [11.1.2, 18.25H]
i) ADAMTSI13 (A disintegrin and metalloproteinase with a thrombospondin
type 1 motif, number 13) : O VY KRARY P V1M EF—T7EI3HFEEZ2HT 5
TARA YT 7)) YRR U TOT A F—E
9.5 14w
TR SRR L T B RO & 2 2, R R oA 4RI
MlebtEs L L LK SN2 BEICOREGTH T L, EJE
FEEFERBRII T L T2,
9.6 XIliw
R EORBIEN OCBFLREO AR T ZE L. IO
(BN NI S s R

9.7 /pRF
IR R E L BRBRIIE S N TuRn,

9.8 EiE
BHEOREBEZBIE L 2P OEEIRG T 52 &0 —MRISEBRE
REPMET LT 5,

_2_

1. BMER
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HERD SNBSS 2 T 5 7 S 2 L E 2T S &
1.1 EXEEMER
N 2avy, 7F7145%2— (HEARH)

5. HIRE. MEAVILE. RN, LS ORERD RS S
A3 G 2 Pk L By 2 B A 179 2 L. [8.3.9.1. 15 1]
11.1.2 MBERE (1.4%)

(8.4, 9.1.2&H4]
11.2 ZOOEIER
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KEE
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14. BRAEDZEE

141 EXAREOEE

1411 B OBERRUAANIER L 2w &,

14.1.2 fhoBH L RE LBV &,

14.1.3 WEH CHE L 723E 1. MR RH R RS R (73
fR) * RIS L TBL I L,

14.1.4 B L7208 SRS WRG | 9 2 BRI, 09 fHE o i e (R
YRV T A B R WA L,

14.1.5 HRHEM R X2 7 1 RS & 2 A8 R T 2520
bNALIEDN DD, TNODRTFIIR YR T 1 EHERICEE
ENTA N —IZE WV RFEEND,

14.1.6 AFAOLEIOFES- THEENA TV 2 ET 55413, &4 7T
WaABBNH 727 R Ny 7 G e L CHEfT 52 &,
HIEER L 72K o R 7 1 il S IR 5 2 &,

14.1.7 BRERIIREM ISR T2 2 &0 F72. EME3IRERH DL
PR L 2 2o 723 B 13 EET A 2 &)

14.2 ERIHRSEOER

14.2.1 580 ) ¥ PPN R R T 25780 H LA b O IR
HLTWLODIIHHL W &,

14.3 BHZMABEOIE

14.3.1 S5O E BT 2720, EEMO F FEE (30° CUT)
TRAE L. AR ZEZ 2 WEFATHET 2 2 &, @R
THYE, B ST L,

16. ZEENEE

16.1 MepigE

16.1.1 BERE
von Willebrand¥%z £ 35 2R AEH (HARAZ &) RSRIC,
ARFI5031380 TU/ kg% HIAIERIRNTE G- L 72 OPK/ ST A — % 1
DTFoEBh) THolb,



VWEF:RCoDPKaFiff

50 TU/kg (1441)

80 IU/kg (15f1)

([TU/dL] / [IU/kgl)

2 (h) 22.6+5.34 19.1+4.32
Cl ([dL/kg] /h) 0.0250.005 | 0.029+0.009
ConaB FLODIR
M 1.9+0.41 2.0%0.39

AUCo-int (IU - h/dL)

2105.4+427.51

2939.0=732.72

Profl + B (R

16.1.2 EPMEBRE (FHFHTES)

07130158k D fie

LB ML DD 5 BE (Y2 5)

THEOVWFRCoD %
j’O) V) VC% D fCZ)o

HREL

FE T IREE D VWE-RCo® PKEH

HHEHHOVWEFOPK # #at L7ze VWEFEFH]IZ
X A IMEERTRERE O H 5 B% (MODE) X

ITVWF#HZ

12DV T, B

BIFLPKIXT A—=FIZLTDL

mODHE (9fl) | tIE 2 & (741)
PG (IU/kg) 41.2~55.5 24.4~77.3
Cmax (IU/dL) 92.6+37.1 102.9+44.7
Cmax/Dose 19406 1,940 3
([TU/dL] / [IU/kg]) T -
AUCo96ouss (IU - h/dL) 1561 + 1298 1662 +675.0
AUCo-96nours/Dose
+ +
([1U - h/dL] / [TU/kg]) 30.9=23.4 21.5%9.1
ComaxFf FLOIR . .
([TuzdL] / [TU/kg]) 1805 1903
S + e
16.8 Z M1t

16.8.1 NEMFVLC
RFANZNFAlT % 20T 5 EEDvon WillebrandiB& 12, Tl
HNCARAKIS0 TU/ kg HAEFIRMNTE G- L 72BN REFVIECIE, 248
W CRFIICZEL TLEATLZ LB 5NV, [7.3.55H]

N KPR VIEC
I SE R BI%k FVI:C (%)
ARH e 511 1141 20.6 + 23.65
Pe 565 14 1141 67.5 + 18.35
P 51288 14 1161 86.9 = 16.15
52418 1B £ 1141 90.6 = 20.17
25485 [ 74 1141 79.5 = 21.90
L7285 10%1 56.5 + 25.36
T+
17. BRERRRIE

171 BIHEROCRE2MICEAT 55

17.1.1 EEEFZETAZRR (0710015:8)

(1) HImMERICY 3 MR
EJ¥Dvon Willebrandim B & 2 /R & L, RFNDHxRG S 7237
Bl (AARNSBH &) I0BWT, KENC L 2 EEE T2 0
ML L ki sy 41 7 o ik A 251l PL - 15 %ntzm
Full Analysis Set (FAS) IZ&® 72, FASO 9 H s 12
(LA I % & & B E % BRAL L 721882 BV Ty Fiil &%Lléfc
WHEE SN HIMFERIZONWT, HEIER L -EBEOEE
100.0% (90%IEHEIX [ [84.7, 100]) TdH -7V,
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L VERHT O R3TBIPS BN SUE DRI ASREE Sz 2D 5,
EEERFEIWEN & L CREAS P OV ?Hiii“ﬁﬁl]ﬁ‘lﬁl SRR
ENTVWEIIFVILICH 54 v v By — 3D 5N o720,

17.1.2 B E TR (071301558%)

(1) THNERS (THEFTER) (CHF2FMH
HEEDvon Willebrand i 842361 % %t G2 A% % 127 H W% 5-
L. BRFEAMIMPROFH TR % 5l L 720 ARFIH5-11
ICVWFEH BHFN & 2 IR 2 521 Th72ge ﬁﬁomﬂf)
Iz ;tllzw_hzkﬁlm%o U/kg % d8201%% 5. VWF& ﬁ*”
ERTRED SRFNCWEAGE (WEZH) 12, 1lE
FCTHW1ED 720 ORATHOVWE & 6 & (+10%) % A 20

_3_

TG 352 Sz B, BHGEELRR G725

T2 E D&, $%U%i@llﬁl?’i’€u@‘é CENHE I NS, L
G310 & 72 ) AFI80 TU/kg. ¢ 5-4 1281~ 30  TOHiPH
T UTOHAZEE L CHEMNEI T, L & S/ [7.4. 18]

- W2 o M D AR FE KON AR BE

- B 7 BRI S OV AR

- WEAFOPKT— ¥

WEEOE=y") 7

- LU O VW & 355 o 2 i fli Fee i o 8 % OHRFZ
BTODH: K U804 2 B O 4R FLARFE A MR (sABR) 13T o

EBYTHoY,

HIOD#E (13%1)

Wz (1060

BRI DSABR
T (R
il (HEE)

15.462 (41.9536)
3.000 (3.00, 155.00)

5.000 (14.4222)
0.000 (0.00, 46.00)

A DsABR
T (R
gL (HEE)

0.663 (1.7266)
0.000 (0.00, 5.78)

1.692 (3.8467)
0.000 (0.00, 12.08)
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LR R R 23BI LN S S L s S 7z VWERFVI
I3t %4 v EF — R A PURIERED bk o727,
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L. T O ARA AL -0 245 R 2 33T #4214 H B O B 4%
RBEREDO NI FANRE R CL ARHKEH L TR0 2 FVIELH)
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(2) BIfER
L VR EAT R RSB LB RSB IR A A AT 1R S v, &
BEREWEH & sz VWFXLRFMIICH T 24 v ¥y —Ii3i8
DN DoTY,
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18.1 fER¥EFF
AHNDOHENE S T ArVWFIRIESG 2 2 72 EN R TRY (o
T = v &) ANOMUMMICHAE K O IMREESE % A L CIk I %
f L. B, kMO EZEZMHHEFTHY 7 14 7 VO
257259 FOF v ) 75 80 EE LT, FllZE#n s~
IS B R S RS 5,

18.2 M/IMREEERFRICRITTHE
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720 VWERIE~ 7 2 O BiRIIEE 7V R PR IBILE T VIZE
WTC, KENET FRA ML OPEHES- RIS, BIZEREH O 556
ORI ORI ENEIUR S N7,

18.4 (WWFDHEIEIC R (F I rTADAMTS13D &
VWERIB~ 7 2 DOFeClif3s M€ 7 VIZB W T, rVWFIin
vivo Tt FrADAMTSI3IZ X o CHIMi &, rVWF®Din vivoT
OFERNEE, VWFOLZBHALOREIZ X 2B ZZ T 52 L)

IRIEE T,
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Ry RV T 1 BEH1300 © 1300 BHAL [181 7)1 ]
WA (HR @8Rk 10 mL) (131 7 V]
Ry Ry 71 Eig (1]
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1) AR IR E S IAIRER (2020423 H 25 H &R
CTD2.7.6.2)

2) AR RIS AR (0713015080)

3) AEPEE i IAHBER (20204531 25 H K72,
CTD2.7.2.2.3.1)

4) AR s TTAHBER (20204731 25 H K72,
CTD2.7.6.3)
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2014 ; 25 1 206-216.
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