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1. EHERBI=

ZlEs LRI EERIEIIRELER

OE ®:JVI7UKF (F%ESR : CP-8) DMKKABREICHY BILMHMRNUFX. REEE. 1k
E5—REZORIWERZ 1T 7 0 NFORZEIRSICKDIRET U,

O R 2EH7ERICHITDMRKAZECSIES] (967HIM)

OIX5754 : AV T 7 M°F (F%%R : CP-8) = AREKCTHEEF/EME UT258A/mL» DOFE
[CBEL. BOOEAIHED 100 0D&EE TEEIC KD RAZEKRS Ul

&) —EBAE (A T77 O NFEEER) DR ESNICAE - AELEREDREHEZSZSON ARIEHRER OXHCERDE/HL LD,
RNEAREERICERSNIRE (FFR CP-8) & B (VY T7IN A BiRER) CIFEMHDREDRLED.

O:HIER | KK, (LMK, BIWER. SERREEE &
o [FM%HR
BFEBENERHEESHIRRICKD,. TEEOLEMMDRHUEREEZRAWNT. S, B3, POE. M. B
EEHE LT,
5E2(C1Em
FEAELEM
HImIFBE S HMTEA Ui
%

Bt

o e
JVT770 K°F (%R CP-8)KRECEICHRREL. BEREEZSNDBDNRSNIEGIK. ZDF
REBREB. BEMOMRZSR U,

6.Hix-RE
(haeE)
AF|250ERBREN S DR OAR (HE:ESFAK) BmLTERL. BRICERRA IS ST T Do
B, 1DBEICEMLEBR 2EahERE ISR DT &
(M7&RHA)
BE 1 EICREESE VIR FEE (FVI : C) T250~2,000EEAI#IZ 5T 2D, F#f FERICRU CEEERT 2.
{von Willebrandf®)
BEE1EICUZNEF YO T7949—EH (RCof) ©750~6,000EMEE #1859 DY, . FeRICh U CEEIERT 2.
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2. BEER

REBIEL B5YER!

T (85ER) 21.4m%(1~68i%)

FIAE () 47.0kg(10~81kg)

@ LIMAEIR

M E% 967

HH AR H I E 25
RIEfth 778[E1(80.5%)
P 101[E(10.4%)
BZTImFE 38[E(3.9%)
i B LHI 16ME1(1.7%)
il 8[E1(0.8%)
SHS I 13mE(1.3%)
Fifs -
Z Dt 13E(1.3%)

REHEE 1.377mE
BORS 738[E(76.3%)
BHERS 229[E(23.7%)
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&dofc,

3. lEmzhR
EWM64.2%(621/967) . B%129.3%(283/967) C. EMEBMZELOEICBEMEIFO93.5%
(904/967)Tdholc,

S| L= PrE )| & 1k B EEEIES
621 283 62 1 — 967 93.5%
4. 22

BIfERIZXB5ERI(DN1,377E155) RIERICBHERDS NIz, ZOARIIFHE . EMZ. BiD. A
BAR [ANR LON MERR.SEDEO0.07%(1/1,377EH55) THofc. AHERICBWVWT. BEE
FEHERIEERHSNIEH ol
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@i%573% : OV T 70 KN°F (RS 1 EP-8)ZFHAKICTEHE L. HIMAERKICIEH U TRCofZBEL AL
FTLITBIDICRERIRSEEERICEHE LI,

O:HHIEE : HMAEK, LEM3R. BER. SERKIRERE F

o |FM3%HR
TEOLEMYUEREZRAWNT. E3. B3, POEM. #. BEEHELT.

SE2(CIEm

FEAELRM

HmEFBEShITEA Ue

%=

EtLrc

o e
JV770 K°F (B%%  EP-8) RS CEICERWERAREDEEZRN. BNFAEEISN2BDHH5N
leimald. ZORBEaRZESTR U,
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B R AR

I 1451
145) SUSHER. LIS
el
I 456 (14ED
IA 74 (40E)
18 2fER (3E)
I 1461 (D

T i (85E)

20.4i%(3~585%)

FHEAE (8EH)

47.0kg(13.9~80.9kg)

3. IlEmzhR

@ HMJER
Hi M EIEY

HH AR A1 H [ BT

T I
BRI
BFPPIHHD
i
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BRI
S
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PESSHA
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12@E|
=
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20E
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2mE
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20
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=
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3 (48/63) B (14/63) B b B I BMEG98.4%(62/63) THolt,

4. Z2%
REBRICHWVT BHFAIEERH SNIEh oz,




EE%E)J%%

EFREIRER U mehiREE Y '

MARABEIGES KU von WillebrandfimE#E 1 BEEAIZERREUTCERAREERICHWNT. IV T 7 IR FDEA
AEIIRE, MAPERAAIFRDESD TEH T,

TEBIZL INSA—=5— | E£EREYNEK(%) | MAPRE (B5R)
36 FVI: C 774 11.6
16 121.3 17.0
2 1145 25.6
von Willebrandj® 9 RCof 132.1 16.1
2 101.5 16.4
3 106.6 14.8

MR#HA®

MR BAEX ERFESEMRRAZE SGAES
B VI ONFE (BF%  CP-8)Z X5 AREBEKTH IR F/EEEUT258M/mLPY DRI SITERE
U. S00EI=7zD 107 DES THEL. 1571, 18 51%0.5. 1. 2. 4, 8R U248 & D M MR ZEE F

FRLZAEL. BT EFHFHESERL. S FAEREZE R U,

F) —BRARI (T 77 ONFERER) DERBS NI L BEERBDIREFEZSTH . ARREHHEROLHICEDEBHL TV,
AERPREBRICEEA S NICRF (BAFER 1 CP-8) & AFI (Y T7 Mg A SRER) CIRBEMHDRENRIED.

von Willebrands®'®

FER : von Willebrand/®E#E 1 6EFI (FREY [ 2E6I RELIA : OFERI (5B L MAMER) FRELOB : 2FEHI (55
LZ42ER) SRE : SERI (S B LIE2ER))

FiE OV I7ONF (BR % EP-8) &5 AKICTA#RL. RCof&LTE0U/keZBREL T (FIR5829.8~
89.0U/kg) ZFFHIMEFIC 1 0 A EHF T 1 EEFIRPIIES L. 155% 1. 2. 4. 8N U 24F5#% DRCofZ Al
EUEANEINER U MmpEEZE R U,

6.R%ARE
(RhEEHE)
AFI250ERER DR OB (HEESFK) SmLTERRL. BRICEEIRAICESN S EEEAT 2.
BB 10BICEMLZBZ DE5hREF R T DT &,
(MM&EHA)
BE 1 EICIREEEVIRTFESE(FVI : C) T250~2,000EMEM #1559 Dh'. FE#. FERICRU CEEERT 5.
{von Willebrandf®)
BE1EIICUANEFOT705—EH (RCof) ©750~6,000EEEN %1% 59 DD, £ R ICR U CEEER I 2.
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2w (SyN)

"PITERBUILOIVTFINF (BFE | EP-8)Z3yhIiR 5L, 1-144BR% F TOMBRIFSUICHEES DR
BE7ERITE UTco UG R TR . Bl M U RBR 2 D & UTe SR (C ot UTc by BRBRAS D e T IR HREFHIC
WU TE DN DERIECEFBHSNIEN . FIRRICH I DISIEEDBIE(F bR T R DERHIFED
AHCRDEDEEZ SN,

B MRR U2z R N DIRESEED

100- 1 BRER. 2 . 3:MmR. 4: 8. 5: BE.
6 BEfE. 7 FEEE. 8 i, 9 DME. 10 : B
=3
104
9
=
R
e
=
?ﬂi—{'
&
0.14
0.01- T ; T )
148 24 48 96 144
K5 (BFR)



RE(SR) ™

"PITRBULOVTFIRNFE (FRS I EP-8)Z3vMIR 5. SKRI% I TREFHIC, MEEP DRI E
TCALERE N DBITHRZKDIC, 1073(CIE99.5%BATUH BEFNISHAN L. BFFEEICIE69. 1%L
D, AV T7 IR FRMFATREERZRIT BED FICHBEIND I ENRES NI,

B MERHETRED 10%TCALBRE D BITE

100-
90-
e
% 80-
[lns
R
g 70
R
®
€01 TR
BY=3
50-
1060 120 240 480
BRE5%ERE (9)
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il (Svbk) '

"I TRBLUIL OV T 7O F (BFRSE | EP-8)Z3 YIRS L. 144 MEF TREFMICIRERUICR. EHROD
I REZZRIRE UTe . UETREIF EICFRAPICHRE S N, 24K F COHFM B RN UERICZNENET7.3%.4.9%
THD. 144EBEFE TOEETHRIEE(F5.6%ICEL,

B RN UBHANDORiEH R

n=Enp#
o—o0 [ R+E (F9)
o-—o ! [R (FHH+IFERE)

1004 oo | 3 (T +ITERFEE)

RIEFFME (%)

) fr — =T T T T 1
048 24 48 72 96 120 144
‘50 (B5R)



{ERERL - fERRF

MEFPOMAEBESEVIIEFR U von WillebrandEFZ#HL). BIIIERZINEIT B,

FERRAREIER

O MEFAICK S 2 REWIE (in vitro) '®

SBEMARRAZBEMERE (FVI : CHY1%UT)ICOVT7INF (%S : CP-8) B4 DEETHRINL. &
FHMEEOREREICIFTHIEMNRICDOWVT.APTT (Activated Partial Thromboplastin Time ; &4{k
BHNOVRTSAF VBE) &
[CKDIRETUTE, @
APTT(&. 207w o I0U\AS o
VR ERWTRIELR,. i
ERIFRISRUfcEDBDFVI - %ﬁ
CZ5% tREB5E10804 g
BN ERETHHASBYUTIE
HIESN. 10%ICEREEDE
106Ih 9Bl 20%E T LR |
21 0fl2BINBES NIz VIR S

20 %)

=
a1

® von Willebrandf&Ic¥i 32 BREHIE (in vitro)®

8) fRH & it : ERELLRIK, 26 (6), 2461, 1992 (ASRBFEHIHE A
X DEEE MEEAMEZRMERARFT RKM/N\A A DI TAMAEH) DHETH S,

mRvon Willebrand&FxZ MEE» ; 1.7 : [

. . =y~ /T 2 : 100%RCofIE%
von WillebrandfmEBEMIRICT>T7 3+ 75%RCOMMES
IR°F (BR% : EP-8)FiE4DEE 4 : 50%RCOMEER
. N 5 : 25%RCofff1E#%
TR | ~ 5 N
t/lj\\jJuLJ\ JZl\ta:Jjjl 09 /E 6 : WIERTTHER

von Willebrand&F

% (RCof) ZRIEL.VWFY ILF Y — RS M

PZEERUC. ZDHER. IV T70
NeFIkin vitroTHIIEICIRUTRCof.
VWFR )LFIY—DEIEESNDTEN
i Eray gV el
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i =2nmmnnnostn

R2MEEHER(1X) @

E—JIVRZRAWVWC. IV T7IKF (FFE : CP-8) DIFIR - fEREERICKIFTEARICDOVLTIREI LIS

SR IFIRE, MERODEEICREE I NEERIFRO SNIEh ofc.

SHEAR(YIX.SYH)

BEESEMEHR

OV T77OK8F (BA%SR : CP-8)ZVY IR, SYNIIRSTRELRAZE TR S L. 14HBEHRUIE. &0,
IR E POV TFNDIRSRIRICB VL TH. FETHIIZERDSNIEh ofc. OV 77 8FDLDsofEIFEHT
T RO, BRI S T, 50mL/kgi8. E ™5 TebmL/kgi8Tohofc.

NOASECHY/FERE SYNETH/ RS LDso(mL/kg)
I i I i I i
0/10 0/10 0/10 0/10 >50 >50
0/10 0/10 0/10 0/10 >50 >50
0/10 0/10 0/10 0/10 >25 >25
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EEHER. U BRI OV NI ST+ —HER FA-HIB-FIDHUAEER. VWF YL F ¥ —f@#if
HER. T4 JOROF U ZEHER. SDS-PAGEAER

& R LUTO2RGTHRELZEE WFNBRFHIEFEISEAEROBRIBICES I D LR U,
®10TC.3641AKR=
@ 10TC.301BR%7#. 30T. 61 ARE

58 ABIDEFEF 1 OCLU ISR EZ 8 I TR AW HREIEEERH D S3FETH D,

ARROREN

FEIDERFEEDREM (M) [ TEEDESBDTH D,

REFRM RTzHAR

SFIFICOVT1OY hFDEHAE L. 245R%E T
FVIIZf. RCofEBITHRIEICETULTCLE, e
=R 2ABER FVIIA@IEAEL B 18R % F T, ReoflFAME
<EBHORRERFETHHEDIS% L EDE =
BLTWB T &L,

FeREUGER LEDFERICEHEINTVDLIIC, —EAFELICBODER 1 BELURICERT L. 5H. R
BOFRRISBERALEVNCE,

fthFl & DECSE(L (MIB{LFHNZL)

AAF ARDORAERFLEWNC &
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