EMxRFzR"SMEES/\RIHEF/ RE2BEEF
XS

"TBSF" High Purity Factor VIII/Von Willebrand Factor

Concentrate
EEHT % 000844 5%
PR ES B R
R H 2022-08-29
Rk 2
1 MEAR
1.1 BURDKRE

AN ) UR MR F &R Z18 K E F (von Willebrand factor) 854 -

“BIMHEZE SHES)URNRAF/ REEREFIREGESEERAEMIT "HSHEMEE
BIH5%E, s EHAEMRESSERABGE BEBMEWEZMBREE - KEEMS -
“BIMHEEZE SAES)/ URNEF/ RE2HREFIREE—E2BAEE ) URIIEFFVI A
i 2 {8 E F (von Willebrand factor) (VWF)E SN EAE ~ HBE - REFEZ/EIHE - Xy

FVIIVVWFE &Y 22 B0 m AR B IZ LR X/ NEEREAT AT B EmoR -
2 Z{AK A F (von Willebrand factor)(VWF)

FACE - 1L BENENERE SAES/VRNEF/ REERAFEINEZA
“BMREZE"SAES/VRIEF/EEAEKXEFEFHES0 U FVIIL/ mL :
RE100 IUAFEMBERERZMBAXAT -

“lﬂ]l*“*“U/\)%é 'SHEE/URMEF/ RE2EKXEAFENENVWEEEGUVWFE M/NMREER
waEEMEDARE(VWE:Ac) - VWEEHGUBIFREAI(IU)ERT - 11U VWF:AcHE RIKIE
WHOT%EW #9171 IU VWF Ristocetin cofactor (VWF:RCo) « RIMABBHEEMHALZEE ZENIEARE

an VWF Z LB &t (specific VWF activity)#43100 IU VWF/mg& B E

E)URMEAF(FVII)

AICE - 1oL BENENERE SGES/ VRNEF/ RZ2AXEAFIHNEESA !

‘Bl RE=E"SAES/\RILIREF/EEEKXEFE5EI50 IU FVII/ mL :

ARFS50 IUABMERRIFEZE ) URMEF -

F)URIMEFREBHUBNEZRZEEITERZ - FVITRE M LIFVII coagulation activity

(FVILO)ZE T « AIIABEBERMAZEE ZBNAIEAREmFVIIZELE 4 (specific FVIIT activity) &)

A50 U FVII/mgER &

“BEMENERSAEE/VRNIEAF/ REARRFIFNEZEEMERE - NEESEER

(fibrinogen) - #4455 & B (fibronectin) ~ & IKEH (immunoglobulins : IgA, IgM, IgG)#l g Bl (L

G+ REF (TGF-p) - EZEHREREEMRFIHIE -

[ [N B4 =5 ﬂ@r‘%)\ﬁﬂnl% EAEEEFFHE - 2250 TU FVII/500 IU VWEE 5585

g - DS mLES KR - #0%R— - REA@PHVWFSEEURRN 2 EIUBRmARESE
CEEFEVWE : FVIIEEA] - R@EBVWFMFVILZLEAI&2:1 -

x— KERZAR2



i 50 TU FVIII/mL / 100 IU VWF/mL
BRAIT 250 IU FVIII /500 IU VWF
73(10/vial)
EVHFC 250
VWF:Ac 500
#HBCASTE (mL) 5

4 Nominal value

FVII:C — FVIII coagulation activity

VWF:Ac — VWF to platelet glycoprotein Ib binding activity, equivalent to VWF:RCo.
o YR{EEME

CAS number: 9001-27-8

BT HRTESER  FRE12MTE -

1.2 A

Human plasma proteins
Albumin stabiliser
Sucrose

Sodium citrate dihydrate
Sodium chloride
Trometamol

Calcium chloride dihydrate
1.3 H7
FREREZ IS
1.4 ZEmANE
FREENA RN R A #5 B

K BBEX=
WIEL - B - Ee (JEFAK)

2 ERERE

“BMERHEFE"SAEES/ VRNEF/REEXE TS ERVERE L
» Zvon Willebrand diseasef® A £ Fldesmopressin (DDAVP);aERUF AEZ R - FERAA
AERAFFFMEFMISAN LM -
o FARRADAEREA BMARMSIEEHRZ 5 ) S MEFEEE 2 FFF il B F iSRRI Lm -

3 AENMAE
3.1 FEEE
PR BEIENEE SGES)\RIEF/ REAKEFIFRENESEE - BB EA
TR -

. B

D



EHYEEEER—RAEAER - BUNEEIEE
RO EEDA BRI EME - M/BE

Tj—g\ﬂ%ﬂ\é ﬁl%/v\ ’

EEX T VWERIFVILCREMEEA2:1 -

m B {HERAIREE

}Eﬁiiaﬁ%*mimf—?z%VWDr A(<10% VWFIE%E)E/JVWD’"‘J%-% 8l -

mAREREUEZMNFER - LIERFRHN MBS M

E -

= : VWDEIS %8I

PURERA ARV MM

CHEFEE - DR ER-ER
FBEVIIIEVWFERIFEEREE

BRE  BREEST

AR B AR

HRBARENVWFIEZ
TEHFta 5 MR VWE KFVIILE

£ (1U/kg)

FVIII:C

VWF:Acl

FVII/'VWF BZ£{E (%)
(IU/dL)

EE:gEd:spndiil
R

12.5-25

25-50

IR 1EH

VWFERKIEZEE>50%,
FVII>30%

12.5

25

BET12- 24/

VWF/FVHLEZ.’:.A\,%F‘ >30%E
FEMGE

~4%)

INFAf

30

60

VWF/FVHLEZ%%F‘ >30%E
HERRERCE

—4X)

R F il

3040

60-80

R EH

VWERKIEZE>100%,
FVII>60%

15-30

30-60

BES12-24/0\F5

VWF/FVIILES R E >50%E
HERERGE

-10X)

1] 12.5-20 25-40 —iB13% A1

B E R VWF:RCo

EEREEFEASBELNFIBLEBRINEET  JRTEFTHNEISERHAESNEIE - £
AHMCABNE EMSESENRER - BEEEMSZEMWERAARE - IR VWERCoF
FVIL.CHIMTEE -

INEVWDE R

REBEEILZRUTERERZETIINNERERGER  EESHERHENSERSATEEFH
40-80 IU VWF:Ac (tHEERVWF:RCo) + BB1E3X

AR R R kB

RHMNR=ZZHNRABRMAERRANE SR -

"= ABMARRESEER




— (ﬁ%) FAZESER %%;?ﬁ FVIIIER{E(%) (1U/dL)
g HARS
A [ 10-15 12247\ 1-2 R 20-30
RS WM 1540 8-24/)\Fs 14 2 U 30-80
90 A EDHEPA S M
f&h 2 A= an Ay M 50-60 B 1 R I >100
M- R 20-25 8—12/)\ 2-10 BA 80-100
INFl 20-30 S FiG Al R UE 40-60
20-25 12/)\RF 1-3 RE 40-50
20-30 247)\5 =4 RE 20-30
Rl 40-50 == SRl R IE 80100
20-25 8—12/1\[§ 1-3 KE 80-100
15-20 8—12/\[§ 4-6 KA 60-80
10-20 127\ =7 KE 4060
IRl 35-40 ES FeAl R UE 70-80
22;;: Ei;;#kgiji 25-30 12/)\E§ 1-3 BE 50-60
FRAE TR 25-40 FRE=R FE RE 1

AR 'FRIZEFMANEHEE  S-KEEFNEX  EFNEAREBENEX  KE
EENBHFSTEEREMN L - RSBEMNOREBESNFME  BRerREREFR—MNER - /KT E
- BRY BRI EK 248 B (factor replacement)dh - sBFUEZ N EI i & 0 R ARZEY)
(antifibrinolytic agent)—FEfEFT -
SREARMAK R
RE (<125 ) WBLVE (12m2<18m% ) ARMARFEENEEZREERTEER  BIESE
MAAREERERRIAEE - #REEER N - ogER 2R RNESEAEERNEESHEIE - 5%
5 2R EZBUR N 2w B R R8BSR -

o HEEMFIREE (Continuous infusion)
EEMHFIKEDEAGRERAS LHANR - BEEZEESEAED AERARINIFN - ERGE
BFIASETHEWEREEMEE - WREA RSN EREHRAEE - ZREREESTEERIRET
1T BEHEIABRABERIFEREERE -

- EHRIEMN

aEEBEEARE  SEBRE—EREERE  EBZEEFABEAMIRENFVILECEVWF:RCo=E

32 FAEHTN

« FAfC (Reconstitution)



LR BN REER SAES/VRIMIEF/REERXEF T HERAEH AKEFERZ=R
(20°CZ230°0) - RE"BEMER R SAESE )\ ROEF/ REEXEFEHEFESBKENS
FE (CHBERNEHEEHREMEBEELRNEEE - FHEEZE - FIFAMIix2Vial B R EFERE
FEHE T BNBEHARRYE2ETMMIix2Vial " oEBENEER - 2FERIE 2 REIES H1E
TN R -

2. RIS FUKENME—F&E L  EINEE—REEMIx2Vial Wi 2 REERK - BRI EK
TiEMix2Vial "B B EIHER M NEAZFTEIFAKWEE - NE— - (5 mLAESRAKZHE/)
#1250 TU FVIII/500 IU VWEEFR)

Mix2Vial™ WFI

WFI=3F 5§ K
3. /DviEMix2Vial "IN EEERR - BERMix2Vial BB EFEIFHEKRT L - B -
4 BAERBEUWE—FEL  ZIEEMBEMIx2Vial "85 BRI R ERER - BiF
Mix2Vial "HWEREREEED N EAZSZAERNRE - WE= - FHAKEEERINEZA R
EESAKRARRBEMEARERAA - ARV EE  BERALRZEZERE - 2EHRZR
Zep - WK BRERE LERIAIER -
5. EIFRAKRARRBNEGZ T  BRESFUBRAERTEZ AR - 5 2 ief M E N
) o EEFF KM F EMix2Vial " HIEE B R -
6. HMIBFEAEMVMFEI - B4 TSR EMIx2Vial " HIEBRIG - iFltELERETHE SR 2
AEREIHNR ELAERCHEBEIHEE - EEMix2Vial KRAEBIIZER -
EE  Mix2Vial M EEEERER BENEREEER BAES) \RINE 7/ AZBEEA I HE MRS
- MBEFERASRAERET - 8 R9EERHMIx2Vial™ -
—Bgk#HE V7@ BNHERR SAES)\BIEF/ REREEFFHEELRE -
“BIMHEZE SAES)/ URNRAF/ REEREFIRESEEREBRZABIREEHK
AR EERBEEXERNEEEMBEERE - BE/EBEIHRE  ARENEnELIER
BEBRNMYEBEIFAZREE - V2ERAEBER BRI D EBARY TN ZBR - RE
RIRREBARY) - IR - i ERERARE DR RAAER -
IR EER(ER25°C)MBEE - AREWIEWEEERN\FHWMIBLELZEN - KAERLR
BNMENBRE - Bt - Ak RERRER -
FRECFEARE—RA -

- {EFREA



AN n RO E ST AR 22

mA==

/A

HENEREERE SAES/URNLEF/ a2 AREAFIREEL - WiE BB ozl
HINE mIRAEE SR - —EAEHER AT

2 EIMix2Vial™ (BRREIBERMD) - KA R 462 BRI BB AT 51 85 E - FR BT

VEESHMERENAREMm °

FHNERFNER" SAES/ RORF/ AEAKEFEIHENEEBIEEHRA - B2EEES

HNEEREEERT) - leRIBEMIX2Vial" - BAERNZEREMIx2Vial " EREH

ENBENEEYRN - E LSBT RETFNAER - I2ERMIx2Vial " B
ST -

3. BIEMBBFIRELE

A
o

@t 54
Fa#BBE5H 6 mL - A

Ay

=Ea

285 5
LI e

ag B
5. "R/ MY s R ER
++ 3

(RFISE6DENSTAERBAMI B RRE) - JE5/HEEE
5 - (2R$B4468 . KHRESNERIEFR) -
4 MRFBEEFEBBE—MA L - FEERIT

"SARES\RIEF/REAREFIHEHEENRE  BEEIHERENROLERF LT
LEg 5 ®E - BE2ER

2BRE
RIE -

AN ORISR - MRABE o) gE R 57" Bl M &= R

(BIINE— AL S R ERE
6. BELEFRA R ZEH

BREREEBRER - BRFE

fiine]

RE)BHATE
W 2ol @AN - AERBEXRFER - FORGERENARVEBREESE -
b=
ISR EES B E R MTEIER -
B RED

VB MR IRE T — &P
BINRIEESMARETRES - A EM -
BEREAE BEXREAEBABAEERIF HENERFER SAES/ RNRE -/ RERKEF

EREIREFERR - HARINESNERENR - UBRISTREEMRSR - TREHBIR
ARBEANBRGELRYE - KL 1% REEM (BEK) BE 15 7E - e ESEERESIER - sihE
EFERFIRZERKMMU%RE - BIoSRERERE -

. AHHE

BARETHEMMR A AERASREMERESEH
4 2R
LEHFVILA/AVWFREIEEBHMEREXBREZEMRBREENA - RIEER'BENRHNERE"S
mES)\RNLEF REARAFIHE - SHEH MR ELECHBHRERIATRIEER -
5 ERMEIREIR
5.1 ERE/ERSE
BERE

14

ZROaEEBRAI1I00KEEEENFIMBEENREA - EEBRFVIIEMRE - BEZENFIMNEAIIE

WENBHEHFRHEIL - &
[ FE -

BAVBHREZOREN - HREBHREER - WMARIENF DS AR @IEEEE - mARE
==
ABMAH

HFVIIEEFMEREIHEY)E—EEaFRARMARN S 2E - ELEATYEEZ

- HARFER - BHIFMIJEE100EREXRRES -

IgG - EEEFEMFVIILEIDEMNREIRER - REREENED SRR EmLIIZAYBethesda Unit
BU)EE - EEIIHYMEMRE TSN M ARFVIIEE - f£R120{E5REE X (exposure day)E IR &S

A e

Hele  BETRITaENR=NERIRELE -

Wz ~ EZzMEmes - i - FRES - ShEREER B




53

54

5.5

WEEEIEA - JIL - 2FREEOUNEREIRE - B/NOEEFMAERANGIMNESE -

=HAGR  PPTBMFVIIEmEENREA - BLUIBEENEAREZNERERREEIHIMMNES -
LA ERNRE%E - MEBPE)\RMEAFREFRREMKE - stBMERKREZRES - RIEET
FVITAEIR s - 2MABARENH DG - £/\URMEFREJBEARNR - EEREEMNE
ERI AR ANEREHEBARBRBARMARABFVIIIGEIY R A KR EMBIT -

i = {8 55 /% (von Willebrand Disease)

BREM2NER - FRIZHAK Lsiteik FAEBRFIOREA - Bt - HWAEERAZEMNENE
HAEUK - BIRERIRITEEREH SEREARTEIKDE 4R EN TR -

S EHZAFVIINVWDEm @ FEIFUREESSIEMBFFVILCREBRS - BRATHEZA
FVIIVWDER - BEZMBPFVILCRELIE £ MEPFVILCRER BB S MBI MR E
bz - EEBTMMEEANES -

VWDEA - FRIZE=ERA - Ot EEHVWFR S AETEFIHEY)) - BELIEZENEE%

» MEEPVWEF:RCo/EMEAREFAR/K S, H MIBE R AREZES - BETEENVIELUERZEE LR
VWFHIEIY) - EMABAENHE DG - AEANEOEAENR - MBUEERBEKE  BER
Hihpa &R0 -

RREEZE

AmBBEASMRHS  BABMRAAESZEm  UEGFEERLERER - AIUEEYE ZHEEMN
EE K& (Creutzfeldt-Jakob disease, CJD) Z &R -
EEGRMEZBNEESEELRBEREZRRR - MaaELIRARSHAREL - BEHEE
SEER/BERELRS - IR EIEERERRER 2 ERYE -

SEBEEEARE A ( Bi# =1E T B5(tri-n-butyl phosphate) F1Z LLIFEZEE80(polysorbate 80) ) F
EZREIE (80°C - 72/ ) (FRERAMNREEEEULS R - URERSEENERER - ARREE
ZEmMWAEERE - 2B RENSELRECHEIREHERENERINGEEEY/ERTR - &
BEAERERMERS (HIV ) MARRRESE (HAV ) - DURBEFTEESE (HBV ) FICEFTETE
5 (HCV ) RS - SHEBETAMREEE/EZRAEBM/NESBI9 (B19) -

MEAESATREN EatidE T - B EmINABUREBERER - ARNMNBUREFEERLERMERER - BHIE
REXEmE  BARREZEA  BEBEDNZEEZMAESMIERRE - FEMRIEEMEwmE
R EmZ R R A -

R BRI A AR AU B SR N BINEEN RS - HIV (ABERZRIRZ %HS) - BEUKCE
FRms - RABRNEBRNAENXRES - LA ESNABRNIERNAEZEM/NESBIORNYRD]
BEAIR -

HLmS - AIARMNESEBIVASARIRT X mE - FhlEEMREEE®L - AEM/NVEEBI9E
HEEFIRBATNWATERES -
ESRARE/EEFEAMNREREIGOZRETES 2EE TH (AR KBEIT:X) -
BREWATIHA@RE - BN mmB AU ER AN Emt R 2B -

R IETE I RE

REBRHERMNERKERNENINEE -

ER=WH

FVILE/SVWFERREMRERE - AR HERERBASAERINTE -
Hityx=F18




NSV SEBI9BL Z B EIR R 3805 - BIE - RBRAREK - BERN _BEIEL RPN
AL AEEERE-BZREAMR - BRKRE - EERL - BIERMFE - RBRKE

EEEINVG ARER - MRBLEENESE - BOBEES -

:6 RIAIGREESBIR

6.1

6.2

6.3

6.4

6.5

8.1

A E (A% (Von Willebrand Disease)

B fRIR2N A MER AR - EERANBZIBIMNEMSEZEE -

TIRZEEPRIE R NS Am -

ABMA R

ABMERBOLEEREY - HFAERZHI PR LR -
EIt - 2o IR L FEERRREIE R N BEERAR -

=)

A E (A% (Von Willebrand Disease)

B fSRIR2N A MER AR - EERANBZIBIMNEMSHZEE -

ZIR L ERERRRETR R N7 e 5T AR -

ABRMAR

ABMARRDVBERFEY - HFARR2BIREL 2 &8 -
EUIE - 2RI HRIE L EEREE R N A BEERARm -
BEBRENNX RS

BARBEARmE BN EE MR -

NG
LR EREBERARBRA RN ZERE -
EFA

EFHHEAARZZEEEHREEE ZMR -

7 RXE{ER
VWEKFVIIE St 22 EERIER - BRIZEE@IAE -
8 BIfER/ARKIE

[RAREZRRIFR/ARRE

1RZ ¥ 2 VWF A

1RZ S BFL 2 VWF A

RO ZA R RERZARBE R AR AR K& VWDE A PR R g & E & 2 &8 -

PR A Z SRR D AR
FEZE 21/10

iR >1/100H<1/10
A&E#E 21/1000E<1/100
FR >1/10,000H <1/1000
FFEER <1/10,000

RE  FFEBBRPEERERR
RO : FRREZHEER




8.2

8.3

B RA N AR E bR Rl Bl BE AR SE R EhREEZRERR

PV e RS
017 B 2 6
VWESDE A FHER
BEHEAREEE
HEN S w832, 19, AT e FHER
ERER)
G FAERB TR T FHER
CLENTSE TR TR FHER
EE mEtRE TR FHER
— LR RO 59D SR bl FRER
A T Je4 FHER

"HEBBEFVIIVWFE RBBEZ FAERE. -

R EBEIE ST - MIEEG Ran e 2 B -

PEL 2 AR RERIGREA

FVIIHIEY) - ARNMMAREACBEE EREFVIIRN TR HIHEY) - INRELESEBHIGEY) - 518
BEREgRARENEREIR -

VWFHIHIY) : VWDEA - FRI2F =B8R A - B EVWFRN D AENEEHIFEIY) - IRESE
EEHEY  EEEFEMRRKREAREIR - tES)UR - WostHEEERELN BN IE
- AitAREABHMRENRE AR LGB EEIIGE LR -

BERENECETNRE) : B2MEMKE - JOE - BFEURE - B8 - B4 - BZEERM
Z -~ 8 - EfZ - BIMER - BEE - B0 - BERAZ - OEBRE - W - R - 1’80 - FIRIEIS

- BEEESosERNEREE B REEIZNRE)

MEMRE . EVWDREABREMEMRENER - FhI2RA LagiE EAEREFIOmEA -
RAEHZABEVWDHFVIIEmM - MBFFVILCEEFEBSEZENMEMRENRERE -
BREEREMTNEZEN  F2EFE44E  FHRESNERAIESEIE -

INRHEEE

ABMAEFRNCTEHEEHEARREZZEEE BERRERE - TAIABEM A GRS Z=AIWEE -
VWDR/NRIEEHARKREZEEER - BB ARERETRREMAGIFEREZI0EE -
BIRRUARRIE

BEZER FhE  BRRUARKREREEN - EuFESETEMA S/ AR 2 FE - @RIRES
EWEKREBRRTOARUARKIE -

b PR A B A B

#R8.1 MREZRIFR/ARKRE

A




Lo B E

10 =238 45104

11

558, IR EERIFRA/FARKRE

]

AT AEHEEREENENMENRS - REREFARKEBNELERMSE -
B REREAEER  IEMERENEREIREHR  LEHEVWDREA -

10.1

10.2

10.3

TR

FVIIN'VWFESZBLUFREBERESNMEAGEBE | FVILKVWF ° FVIIZEEE 151
HFROMEBEHREF - HELBE5 MBS (thrombin) & 4 # & B (fibrin) 2 5L - VWF{EE /) \i 5#
SERIMNMEMERZBENNEANLRAR - BUOfERFVIIRIRREEE ZEEHEEEE -

m 2 {AEC % (von Willebrand Disease) (VWD) & — @2 £ B2 BB R ML MKAFAER - R
IVWFIARZ S INBERETER, - [IRFPVWERENREZERFVIIRGE Y &M/ RINEE
IEE - MmogEERAsEmm -
AmZBVWFAFVILCRIEMEEAIR2:1 - AmEREERA
(multimers) - HMWER G2 R /¥ B IEVWDRE AR G MES
REZ -

A BU[M&JA (haemophilia A) 2—7& X- M EEHRNEEER - EeARE/URIMEFERE
BHRZARHAEEENE) VR MEFEEREMSEHN - ) URMEFEH A MRRZENTEHN
EENE N\ RIEF2EENENLRNEFHNEE T - O —E8EHRNE S - EEE
5% [ & O] #% %% [ B8 [R (prothrombin) #8 £ 73 5% [M A (thrombin) - M MEEBEFHEEE LR
(fibrinogen) B{EBAEMHE S (fibrin) - MUIFZALMELE -

B

€:3)

RARBIZLE HER

BEES M
EARETAmZEERSHME -
BiE

B ARET RN 2 BB M -

B2 FTEHMW)KVWFRGEE
FEEN - WR MM M/ M=

Y e NER M

i = {AECE F (von Willebrand factor)
R Z ZEWE N B (PK)SFEVWDE A TEL MARRE T e makd -

RIBLI12UVWDIE ARIPKELER - B ATES

antigen (VWF:Ag) * VWF collagen binding (VWF.CB)&PK 5855I KRA -
#=A : VWF:RCo * VWF:Ag * VWF:.CBZ g1 HEE R

FFKENE—X80 IU VWF:RCoBERZF| 2 VWF:RCo * VWF

VWF:RCo VWF:Ag VWEF:CB
Parameter
N (Mean | SD Range | N |Mean| SD Range | N |Mean| SD Range
Incremental
12 0.017 {0.002| 0.01-0.02 {12 | 0.018 [ 0.002 | 0.01-0.02 | 12'| 0.020 | 0.004 | 0.02—0.02
recovery (kg/mL)




Half-1ife, th) 8| 137 | 92 6.1-35.1 |12| 183 | 4.0 |11.4-270|12| 16.0 | 4.6 | 9.4-25.1

AUCo 79 (WIUMmL) (12| 17.7 | 9.7 8.6-38.0 |12 37.8 | 13.3 | 22.6-64.7 12| 24.8 | 8.8 [14.841.1

MRT (h) 8| 140 | 50 | 86255 [12] 23.6 | 5.0 |153-33.6[12] 200 | 44 |11.6-28.6
ComaeF7mL) 12| 1.65 | 0.63 | 0.93-3.36 | 12| 2.29 | 0.59 | 1.52-3.66| 12| 1.68 | 0.50 | 1.04-2.66
Tonax (h) 12/ 0258 - |025-1.03 120258 | - |025-1.00|12]025%| - |0.25-1.00
Cpnin (IU/mL) 12| 0.01 | 0.01 | 0.00-0.03 | 12| 0.10 | 0.05 | 0.02-0.17| 12| 0.05 | 0.02 | 0.02-0.09

Total clearance
12| 6.09 | 1.66 | 3.06-9.32 (12| 3.57 | 0.69 | 2.61-4.78 | 12| 3.53 | 0.89 | 2.32-4.77

(mL/(h.kg))
64.5-
Vs (mL/kg) 8| 748 | 353 [44.7-158.0| 12| 82.8 | 18.6 1984 12| 68.6 | 15.7 | 47.5-93.7
e @ median.

« AUC = area under the curve (Hi#R FEE); Crhax = maximum plasma concentration (&R AR MEREE
); Cmin = Minimum plasma concentration (/N #EE); IU = International Unit (BIEREEfiI); MRT
= mean residence time ((F197% B R E); N = number of subjects (it A #); SD = standard
deviation (12#%);
* Tmax = time to maximum concentration (BlZZ& KX EERRE); Vss = volume of distribution at
steady state (fE2EE D h B 15);
« VWF:Ag = von Willebrand factor: antigen; VWF:CB = von Willebrand factor: collagen binding;
VWEF:RCo = von Willebrand factor: ristocetin cofactor.
MIBPBPVWFEEBEETHEFI18DERNEES IE(TPAIE B157 %)
AEGEAEFASELIVWEAFVII ZY8) HELHER -
E—ESFRKERAZHENEY S NEHBNZESHERROBERBREB HEITPER - 280IU/
ke BEMEMERIIRLAZE  UHNNENEBEVWFELYREEUNWEE  RIR T EREETEREmMIE
MENNE BT T LIU/ kelERBAREERER -
%)\ MEF(FVII)
K2 ZYE)HE(PK) B EAR MARR AIELMAREE T B EEd -
RIBLLTOMAR M ARBEANPKE S - UBATEREFIKE T —R50 IUEEZEE| ZFVIILC PKERIINTER
/N\ °

7N FVIL.CZ EY ) HEER

FVIII:C
Parameter
N Mean SD Range

Incremental
recovery 16 0.021 0.006 0.011-0.032
(kg/mL)
Half-life (h) 16 13.40 2.53 8.78-18.51
AUC

0-48 16 13.79 3.79 7.04-21.79
(h.IU/mL)




12

MRT (h) 16 16.96 3.68 11.29-26.31

Ciax (IL/mL) 16 1.07 0.28 0.57-1.57
Tmax (h) 16 0.81 0.94 0.42-4.03
Cigr¥mL) 16 0.060 0.028 0.021-0.111
Total clearance

16 3.92 1.22 2.30-7.11
(mL/(h.kg))
Vs (mL/kg) 16 65.33 20.65 35.07-113.06

« AUC = area under the curve (Hi#R FEE); Crhax = maximum plasma concentration (& KM EE
)i Cmin = Minimum plasma concentration (/N #EE); IU = International Unit (BIEREEfi1); MRT
= mean residence time ((F197% B R E); N = number of subjects (it A #); SD = standard
deviation (IZ2#35%); Tmayx = time to maximum concentration (R Z &KX EERERE); Vss = volume
of distribution at steady state (fEi2E D H A 1H);
 FVIII.C = factor VIII: coagulation activity.
MIBPFVIIZEBEETHEFIH490EBEATZESIE( P 53070 E)
FEYB NHEYRHBFARENERETHRSIBRUMNENE NESHER - BEFVIIFERE - VWFZ
wYE NEBSYRIRE L YEHREEREBEEHRAIZE -
INGR IR RE
EREREHE(VWDRARMARNIATS  ERRFEHRAE ( <65M6-125% ) BRINENEFH NESE -
RERVNERENVEER/) - CHEBASHEEEMBLERNER  UAFRPREEHRAEEY -
RESHEBNENH NEBEBEALAZAEPHNEN G HEEBEHEES -

B PRl B &

SUFIEGRRMERB2R21MBEA - 82 14TUARMAEREARTAGVWDEA © EELLREAT
 SIABRMARBARIMVWDIEA RS VE(12E<185) * 36MAERMERBEA(IMUESHE
FVIIEN&ED R/ MR 15R) ~ 18UIVWDRAR/NR12EHNRZE -

59 - HVWDRBAZBEMM R ZE BB IWER2EHMTAETEZIHFEXE - HRIER43MMA
VWDJ& A (Shortt, 2007)E243 11 5 /0 & K 52 & (Howman, 2011) » £ — I3 E F E /(0] R4 B R 5w
oh . R 71SUBFVIIIGEIMRN/ N CRAR M AR ESE - tfES 7 2 BRM=HE/58% ( Robertson
2014) -

i 2 {HEJ A (von Willebrand Disease)

D3 B p tE FE 9 BR A0 e PR B 51 1 FE 0 & o AR B8 10 M3 HI A B - FRA s Bl B4R 2 4R

: #(none)-HAEFIH M ~ P (moderate)-EEHIZEFI LM - DHEEMEE - RiF(good)-EHI2 M

- BB B SRS M ~ 45 4F (excellent)-3E 2] LT -

F—EHARBENIEFMHM - KHFEAEFEA07REMZ IEMERII8. 2% /IBIFHRLF - 1.7% %
h . WP AR ALEI2SRZEBEIFFMEM - EP7RBRELM - WL7REED M &
MRABRZRTEHTIRAEBY - HEf6RFBELHNABF2HM - LT HAHPE - #HABBFORWHED
ARBMEDB—ARERAREAETLEYNSRYT - TEIRBIBM A E A - ZHBTPH8EREAMKE
FKBEI2[ER - EIEME[E - FFFMTH MBE4BZ306R ( BABEATI8RAIB2R - KBHEE
) BORISAEAIOR - TEFAASHP - FERZEMTEERN LEMINE I E L BB -
F_EARBERFMN - MW ABERTIORAFN - HEYI0RASBEFHREF(100%) - 1114757 A



ZISTRANED - LEMBERTARBHRLF (93%) ~ 1 RERIF(7%) - FFFrLMiER LM F9mER27
TU FVIEC/kg/day - SEEEABRNPMUER2X ; /NFiTH 433 TU FVIIL:C/kg/day - &&ABR A1E]
2k ARE %41 1U FVIL:C/kg/day - AP MIE7.5K -

TE-—NaEP  ARBZEIAEBRREBEZLE FI6RIFHMFNEH - B11F V26 REXRSH
CHPEISANEMRBELM - HREBHRFAAIFFLEMFMSH - FEBLEMBRBYE (45% ) MR
(55% ) « s PRB3BZAEBER 7T8R/NFM (BAIRFMN ) - HRZAPEIENAEN
MIRRZHE  BA73HFHMFNSHRREE  AMNTREFEELESHRIEMINNEST % HiH
& MEGFHNII%NSESHRIZRY -

E—IE43MU M AR AR EIER L P - HIFS8RFMT 2 FMTHM - 100%F 7 2 Lk MBEL B RF K
RiF - EE=BVWDHISNIE A P 55%MBEF - Z2 1M 2 FHFE%29 IU FVIIL:C/kg/day - Ed5F
RUNFiTaE B98I R 2K (range 1-4) - KFi/m5K (range 1-13) - BEMDEA BB RSB
(tranexamic acid) & & & /B2 2= (desmopressin) °

TE _EAREREDVEFENRIBEMEGES - HEEL2RFMEM : 100 ABERTO0RAFM - 21115%
NETTI2R/NFAlT - HaBRAMIEAERARFNRBARIFN @R FNEBLEM S - HLEE
TR2RIEFMEMEBH  1MAEAL6REMABREERL EHM ; 13M0E A26 R T MAN RS S ER A
A - ELmAEERERERIEREEIGE -

FRB F it 2 LE MEM P RA90% BT 5 R IF(KFMT90% - /NFild91%) - FRERIEFMTHMSBH 2
LEMEN A% M BIFsL R - HE A VWDREA ZIEFMHME 47 1L MEN498% -
AFMzEHFEBER51 IU FVILC/kg (range 13-151) - JAEHBEIR P AIEIS7 K (range 1-24) ; /]
FiizB8HFHARE%45 IU FVIIL:C/kg (range 14-76) - ;A AR P I £ 3K (range 1-8) - IEF T
H MBS ZEHFEEE 545 IU FVIIL:C/kg (range 16-192) - JAEIABN S 241X (range 1-13) ©
HEXMVWDR AN RE ZBMMRLZE MR EELL -

HRVWDRE AR B P FIEENARBIFAECIRTESFEL8EH . FREREARREE) -
AR A

AR MR BN INNZEE2EFABAIRE - SRR B PraTid -
EE-ERAASDFARMERBEANGE - B#EBENSIAIBEAFRBTTIEATHRERRE

RN SRR MAE (B R IEFilT S M)sLFaRI e - 656 ROIFHEM MBS - 96.4%HW T
ERBEFNRYE - 3.5%BFE ~ 0.2%RHE(1R - BEX) -

AR - HBE20Mm AERI7TRFM - 12RARFMKR25KR/NFit - HFRAEFEERBEAZLE
MEX : SRAFMRI0R/NFMBBLF - 2RAFMDHERLT -

E<1I2EMNRERZHENSE _JBMREF - 35BZ2mBRBREKRERENEZAE - HP21E8%H
ETEREDS0ERER - EREBEKRAEAZT - FB 318014 R T M S A b AR i s R i
( P hRIA24.2%H75.8% ) - B11E98%I (30.6% ) HWERELM - Hp7AIBMELM - EFEFAS

» B994%FHERNEMES (1724 ) #MEEABEFSRE (1HR/PELM ) - E85ERELMS
P (491% ) - RAKERI - EHATHAZSZH BT aERBEREETATHMEH -

TE AR AESRFM - HPA2RBEEFM - SRBEMF - REBEHRSER  TIRAEHE
ESHNEES - 2R (B ) Filidlr - HRERSROFMNERESRYT -
HEAFVIIIFIYPWAR M A RZAEZNCIEMERORE il fRERSHEEmR -
HRARMARRBE ANERABPFIZENARBFRELERESL8E . FRREARFEE) -
AR RN SFEBZBAETAENERLE MR -
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