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[k 72 4]
[— & 4]
[ & #]
[HRE4EH A ]
[FIE - & &

[ &F X 7]

FEREE

S48 A 6 H
TSTATEOE N S R R e O R

FED B o T2 FRLDEI AT D)5 R E RSB G TOFRER RIT, LUTo LY TH

AL

A A3 v 7 MEgER] 500, [FIEHEM 1000, [FI#EHEM 1500, [F#EHEM 2000, [F#EHEM
3000

yasz hkasz T T7y XA (GEiEEEEZ)

IR INT 4 AT Ty —< RSt

Pk 30 45 10 H 25 H

1 ATy ay valZ 7Tz y R GBaE#z) 500 [EHEREAL, [F
1000 EBREAZ, 7] 1500 [EFERHLAL, [F 2000 EFSHAL, 7 3000 EFEREAL 2543 25 M
P VA 5 41

ERMEES (1) FraDNS SR ERKS,

S B] vwzrzbarz Ty SNAVTERES o8 7 B (43R 216,000) TH Y |
vayg haZz 77y (BB O Ser750 (AN L T 2 BEH O IR T AR
(Z2ARDKRY = F L7 ) a—)U8] (BRFOVE5F8 1 K 40,0000 287 X/ FITHS
BLIE AT IVBPHMSE LTS,
Turoctocog Alfa Pegol is a modified glycoprotein (molecular weight: ca. 216,000) in which non-
reducing end of a glycan at Ser750 of Turoctocog Alfa (Genetical Recombination) is attached
to neuraminic acid conjugated to 2 polyethylene glycol polymers (total average molecular
weight of the polymers: ca. 40,000) via the linker.
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5y 1 #9 216,000

[FFf FH] 2L
[(FAHHYE] U7 F o EEERD

(% & % R

MRED &0 | SR SHZEB D, Adh B OMEEERE S VIR TR Z BE BT S H i m o i)
ZXT D AMEITR S, RO DN T v D EBE XD L REMITFFAEFTRE &AW 5,

VIb, R L ERIEE SR B 1T 2 FAEORIR, KB IZOWTE, TRROAGBRMELZA Lz 1
T, LN ORREXITIA R N HER O ETHAGE L TE LA RWE B L7z, 7ok, EHFERETIC
B D LEME R OCAIECHON T, WEREERFAEICBO TS DICRABBE LB X D,

(R X3 RhA ]
M REER 25 VIR - K2 238 1) 2 i ) oo 4]

Uk R OV & ]
AHN 2 AT O B AR 2 B CVR R L. 1~2 mLI%y TREARICERIRNIC RS 35,
WE, L EMAE 1kg 247290 10~30 EFEHA 2 #5353, BE OWREIZS U Tl 5.
EMINCR ST 286, 125 EOBFICIT, W%, 1ERE 1 kg K720 50 EFREL A 4 B2
47, kB, BEOREIOGE U T, 1EHAE 1 kg 4720 50 EEEAZHE 2 [, i 1 [{KE 1 kg
Wm0 75 [EEREAL A 15352 L TE D,
12 ARG O/NIZIE, W@E, 1 EMAE 1 kg 2470 60 EFRHAIZ M 2 %54 %, k. BREDIRAE
WIS UC, 1A 1 kg %4720 50~75 [EERHAL 2 2 B 3 HEICEETHZ L6 TX D,

[ 7 45 ]
RIS Y R 7RG E 2K EO L, MU HEmTH L,

2
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DEBYTHAH,

RiEMLE
[k 72 4] A AsSvs NEREH 500, [RFFER 1000, [REEM 1500, [RIEFEH 2000, [FEEH

3000

[— &% 4] Yyazbras 77y LD (B HERZ)

(B 2% F] /&K AT xr 77 —<ERSH

[(HEEFH AT ERkk 30410 H 25 H

[FIE - &) 1 q7aticyns vas 7A77 XA (B Hkz) 500 EFESHAL, [F
1000 [EFEHAZ, [ 1500 ERRHAL, [7] 2000 EBSEAL, [F 3000 [EFESHALZ &A1 5
PV 5 41

[FREEREDZIRE - ZhR]

MAEEERE S VI KR Z B 361 D H ifnAg i o 4]

[FREERED L - F ]

AHN 2 WA OV FRIR AR TR L. 1~2 mL/r CRERRICERIRMNIC S 3~ 5, 1@% . 1 [EHATE 1 kg %47

D 10~30 [EFRENL A £ 59243, BRI Ul T 5,

EHECEET DA, . AR 12 %L Lo/l 1 EHAE 1 kg 24729 50 EFREAL%Z 4

Hfg& GO L, £ok, BEOREBROEMOHWICESE, 1 EHRE 1kg 2729 50 EERHEAL

Z i 2[5 30% 1 [BAE 1 kg 4720 75 EFSHEAL 2 1[5 TR+ 5,

12 AT O/NIZIE, 1 [BHAE 1kg Y7- 9 50~75 [EFEENL 208 2 A% 535, BE OWREIZIN U T,

BeGBEE A 2 [F170 05 3 HEICHEI T 2 LN TE 2,

[H el
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2. SWEICBET 2B R OBEREIZ I 1T DB DM .o 3
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1. BFEXIIEROBRER ONEICKIT 2ERREICET 288 %

MmAGE A (e RVEMIREEE S VI K RZAE) 1%, FVIII O BRE T UTERRFIC L > Thl &z
INHHMMEEETH Y  EHERHMIEREZ 2T 256036 5. A A BF 3T 2 EARR IR #IT,
1B Mz L EEA- 8D FVIN A2 8595 2 L Th b, BE, A TiE, FVIIFI E LT, AfmiEd sk
FVII LA FRERR O AR TR 2. PV R R ONASE R 2 s O JE R & B ) & L CTERfA 72 S
7= s TR 2 FVIN A E N E B BB ST 5, £ 72, FVIIEREEESRIAI & L C. HT FIXa/FX
b METEBRET ) 7o —FAHKRTHH T IV AT (BiaFHfiz) WANERESATND,

AT, /R bOFHRSTHDLIY ey Fas TaATy GElaTHIRZ) 125125 40kDa D
PEG Zifi&r SEB B Z FVII TH D, AFKT, PEGILT 2 Z &Ik v, FFEMTLD FVIIL LD
MAEPE IR 2 R S, REBELHO T 2B E L THRERIM IO,

AFRIZIBWTIL, 2012 4F 1 H O E i SN ARE T T 22 AENZINT 5 12 %L Lo Adn A &
FraxtRl L ERIERFE IR (3859 3Bh) LOpEICKSIE, Ak, BIESERSEAERENTHON
7o 7o, ARFIT, 2019 4F 2 HITKETHR SN TE Y, 2019 4E 5 HEFA T, BN TIXHFEET TH 5,

2. SEETIERERUHEICKIT 2 FEOHE
21 JEE
211 MRREM ORE K OEHE

t NEHIAE MRNA 225457 FVIL BIEF O B RAA VEYIKITE B KA @ LIZOL, FEAN
7B —IZHAL, GO s T RBER AR Z CHO M A L, fii7e 7 v — A HEE Sz, =
ORIk Z R & LT, MCB &' WCB 2JlEXR, FAfsn7,

MCB., WCB }2 T CAL (22T, FrMEMEAT L OSMEEEUER 25 ICH Q5A (R1), Q5B & TF Q5D 127~ T
FEhi S, AR T VAT AR OEERH R OBIRHIZEEP R SN, £72, T o lwEO MKk
ICEET D2 E N BN TOBNIEMEL b a o L ZRER T-LIAMC . FEHE S 7= 3RBRTE B O &iPH T4k sk
PED A VA KROFED A )V AV E B I S e o 7z,

MCB O WCB [ L Bl 72 R IF S E D HAL TV D, £72, WCB I EEIG U THEF T 503, MCB
DEHFEILR,

723, MCB KX WCB IIAFBEAE THDH /AT A FOHLD LR~ Th 5,

212 BGERE
FHEORE TRIT, 75 A 3 COMBARM, gk 1 4) 727 2—comi, Ils+) 7
7 #—COMIEE, BEIOREEL, iR, 5LV UET 74 =7 4 —sm< b ST T 1 —,

xr/ma~ NT 7 4—1 ARSI, ko ax NI TT 42 N 0 NEe
1k, x7na~ 777 4—3 a4 K N xJna~ K777 4—4

kO */m~ T T 7 45 TENS2 5, BFonidEd, Il {55%2HnT—
80°CTIRIFS LD,

B TRIE, LR AVZASBTRE SN TWD, i TRE%ORHRE O *7nu~< hJ7
74—2  Tr#oEtE (NG N 2o mZhfke LT
BEEEN TV,

JFERDRLE TRICOWT, FEEEAF— L TTae AR F—va URESNQLTWD,
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2.1.3 S SRMERRGEME O R &M

JFEEOBE TR CIE, EEMRCHSH CHO Milaoft, FLFVIN AT 7 4 =7 41— u~ 7T 7 4
—THRICBWT, CcHO flsic kv e s a4t FVil £ 7 7 o—F5afiiEn, [T E s T
CHO Mz L v iEA SN2 I . CH TR INTEY . WIh b AW R I A
HZ DRI TS,

MCB., WCB KT CAL (IZ DWW THIERBR A EfM SN T\ D (211 3H),

7. I A T XIS BT MR (RN RAER L 7)) DN THSRIE D A L2
B (invitro 3ER) . IAEMTE RO B ERBRKE O~ A 277 X~ G5 ERBNER S, shktEy AL
AR OFET A VARG B IR STy, 7eds, MRSk 280k o A L 2 & ER
B (in vitro 3U8R) . AEMIGROEERRE N~ A 277 v HERRIT TREHKAR L L GREIN
TWn5,

FETRIZONWT, R1DOEBY, ETNAVUANARERNETANAZ VT T 0 AR EE S,
FRTEN-EDTANAI VT T U ARERT DI ENRENTE, B, FTRICBITLZ VA LVAY
U7 7 v AR, WAL LR EIORBROMER (7 v~ 7T 7 0 — TR TIEEARERO LR TEE
LBl Et) 025, RbHIERWEZERM LT,

K1 IANRI VT 7 ARBRER

s o TANZT VT F 238 (logio)
BT eMuLV MVM IBRV : BEV
R (TritonX-100 ALER) ] B ] ]
HFVINFET 7 =T 41— u~w " T 7 41— | T B ] —
a1 757 (1 = | | .
AL A A ] B ] ]
MOANAT VT T v AEE >16.1 >9.5 >12.2 >13.7

a) I

214 BBTROBBROREE (RSH/ FEHE)
JFHE OB RIBIRIC I B MEEO ERLEFIZ U FO L0 Thd (TnEhofliks, filik A, B,
C. D (W) 2¥2) .,
- #k Ao #E B I
- &gk B 2ok C I B . o
| ard
- fyk c ok D IO ZE (I )
s 2 N > 7
(o7 ) . I
IR O 1 R CIE s A, BIHRBR CIERIE B, C K 0D DA AN TR Sz
WFRER SN TS (3, 4, 5, 7L RNT2 B M), BB ICAE, RS 5 1% O 53RO B R
(B 2 RS B MEAHGR STV S,

215 e
2151 &, MEMMEZOEE R OEDZOEE
& 2 .oy ety A0 [ T S T
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F 2 RRHERRAT ORER
15 H
-k, vxaor7 4 MES . . rcG 1L
72 omet (I I B N
CRESAISHE (N FEOTLREEY. O RS ATk
< RAA UM, PEGALT 1 7 7 A b, Yok K OVER R i
WBRHLERMEE | 78, WORIRE. VRRRIME. BVAeEE
el 200 WO 0 N NEEPTESETTR

H i

2152 EBEWYHEEBEEWE BYWE RS

retefppris s 2o R D . B e .
X a9 K N
I N g e & snge, £, s [
B om0 T ) O oz 7S H AR B R
L ITe, B EOWE IR A TR S OEA OB K OSRBR FTEIC L F RIS D,

2.153 BLETEBRZRMY
Hep, fEEAitaesk DNA,. D . T . B

. * A3 N N O WA O W
# 4 *AR 5 KON A6 pNELE TREESRAREY L X

oo W ofE TRBRAHMY &S TR CHOICRESND Z ENHERINTWD, 7238, HCP K&

O R i3 1% xu~vbr7774—2 TR0 (N
I ) CcEEsn, * Al 4 SRS KON xR M6 X

JF DB K OFBRITIEIC L W EBE S LD,

216 FEEROEE
OB R OB e L, o, ik, madn (.

H ) . -, R %@gz <_> i (D 0 s (D

st (D « R4 () I

| PN XAl NEAriaeyese( 0 [ )
DREINTND,

217 REOREM

JRIED EHER L EMERERIL, R3DEBY TH D,
£ 3 FREOFERZEMRBR OGN
7y hE RAFSAE S i RIFIERE
RUIRAFAER 3 —80+10C 36 H
S ER D) — g Vel
RSN S %\11 40f5°C 12 3E L
R (RE) 0 —2=sr 322
K 1 5+3C 4 8]
a) 60 4 A E Tk
by HykB KUY D O A i
c) Bk B DA
5
{237 MER_ R AT oA 7y —~vHERSH_FEREE
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RHIRAARBR T, FEMMIM 4@ U CRFA 2 ZIIER O LT BUSICE S L7z, InisaER <k
Bl (5T & QR OB MR S 728, Bk :@é\ L7z, wiltaicix, —20C LY 5co>u\a“
nopFRESREcH, oK T, EOKT, oK T~ @t%im st DN & Ol
B o sRo s, &b, —20CoEEt sy < G
_> OIET . I ST %O - 0 )
HIRO DTN, HKIZHEE LT,

PLEXY . FEEoEHEL, AR VT —80t10CTRET D L &, 36 WA & Shi-,

2.2 BA|
221 BUHKIK QML I NS B E

BHNT, 134 TAY720 . H&hRk4y % 500, 1000, 1500, 2000 X% 3000 1U &4 9~ 5 ik iz v S 71
Thb, WAL, L-e 2AFV0, KRIAkE, KU Y ~_— k80, HibFT h) U A, L-AFA=2 i
BT 2okfny, WL OKEELT U v ARTRINE 5,

Fo, WEfFRE LT, A2 ) oy (FESmL) IR TASNZ43 mL O HF [HEREH
W NERfFEn<Thyn, arex—ya VREICEEY T 5,

222 BEHIE

TR SR T 0 B N 2 J3g oo NSNS
E AW, FETA, G, Fv oy (k) MOBEHEBRE LRSS, BEETRIE, "Wk,
EE A, £ TAKROHMEERE TR S TWD,

Fiz. st o st TR, ZEe (- oWl . ~i6 1. 52, %
<A, Az, BemE - JX. K0IIEIEININENEGCEE ) > :% .

FNFNORE TRRICOWT, EEEASr— L TFrEv AR F— g URERIN TN,

223 BETROBRABORE

g opsEiics O < NN OO % E A Thi, BEZE TR O 8 O GVE
(BT B S B R STV D

JERRIR RS O 1 AR T %Em®%ﬁﬁﬁﬁﬁ%éMK%ﬂﬁﬁ%éﬂfwéo%mﬁﬁﬁf
25 5 1% O B vl S A AME T ST B,

224 BRI OEH

A OB R ORBFEL LT, o, ik, meRan (i <->>\ F
vt s, EEE, pH. dERE GUE (D 2o~a22 (). <5, =~ F
IESV NS ST T/NESCc om0 00 K )N Jﬂmﬁ (|
) covcs: (I ) 5csnTns,

225 BHIOZEM

500, 1000, 1500, 2000 K T* 3000 U HA&l1%, BAL T O K FMAN O E &R — T, ARk 05 =
EOORAITH D, KHFE T, %ﬁifﬁx/f—/bf;ﬁzLéﬂf_SOO&U%OO U 8K 2 2 EME O D
W& T 5770y 7 4 7iE%EEA LT, PERBR 23 it S vz,

6
f28a 7 N R IV TF o Ay Ty —~ RS EERE

FREARGR R RIS B E R



RN D FER L ERBROMIIL, £4DLEEBY THD,

F4 BRI OEEREEHRBROBIH

o MK PRAFSRAE eS| AT HE
5001U : 52 b 30 H D
500U :12 184 A9
R AR 9 30001U: 2= k 5+3C 307 A9
3000IU:2 = | 18 H D
3000IU:1 = k 24 77 H 9
30£2C, 12 % A yeusFAS L

500U : 6 7> b 75+5% RH

3 i\.‘\ a) S S = S
TN ER 30001V : 51 v k 201 2C. oo MK Z A4 T )
75+5% RH
L 5+3°C VAR LT 48 I
g s | 0NV ZE T
30001U: 2= k . n
30+2°C AR L C 24 IE
5001U: 112 h FHREE © 120 7 lux-h L1 ZA=0=0 i I BN
ez EMERBR SR 25CLLT QIR = AR — . | ROHT AL T

3000IU:1m= v b

a) kB OB K OMNE D o FEE A 72 UK TR

b) 30 Xix 36 U H £ THkiT

c) 367 A F CTHkgeH

d) 307 A F Cikge

e) 5+3CT4~19 I ARAFEHRORA], XL 5+3CT 18~19 I ARAFEHIC 302°C T 12 A HRAF L 7= B Cakr

250 W-h/m? GREAR A X3 i)

BWIRAAREBRCIX, RS A48 U CREREIC IR 22T b3, RIS Lz, Ik
B (30°C) Tl #FHl ORI Sz, BRI S L7z, nigaEr (4o°c) <k, Il T,
< . . Il R sme ORI Q=R ST St Jez
EMERBROFE R, RANICIARLZE Th T, Wk ZEMERRIL, IMHEMIR CHMR% I F 5 S i,
5+3C T 48IKff#], 30£2CT 24 IRAILETH D Z L DR SN T D,

LEX Y, ®HOFHHEIL. Zea 7 F LI a0 T AL TR RNT, TR T, o
FEARET CHEICTIRIFT D L&, 24 WA LS,

2.R HEICBIT 3 EEOHK
A, IR S8R S, FEREORAIO SWEITETICEE I TV D B0 &Il Lz,

3. FEERRIEEEBRICE T 2 BRI R UOMIEICI T 5 BEOBEE

AFIZOWT, N2 RT3 GRI)FRRHEZ R L7 in vitro BUBR, A0 A OE T LB
TH 5 FVII-KO = 7 2 K OIAR A A X 2 V7= invivo 38858) | BIRASSEESER (Mg 022 E k% %
S U 7= invitro iRER) KON =7 A YL % AW e VEEREERER O GE MR S v,

3.1 RAERBEMTHEER
3.1.1 invitro B
3111 VWF~0DO#ftA (CTD4.2.1.1-1)
AKI VR A FEOT F_A FZOWT, ELISA IZXL Y VWF & OfftEamti Lz 2 A, =

7
A2y MNFEH_ A AT A7 Ty —~HRASH FAREE

FRTHORAR N R IC T X R R



NF21 0.30 nmol/L, 0.20 nmol/L }2 X 0.23nmol/L TH Y . Wt VWF ~DOfE S MHENHER S,

3112 FVilla & LTOEMHEROARTE(L (CTD4.21.1-2 KX CTD 4.2.1.1-3)

ARI, ) RTA FROT R4 h& ba B TiEME L, FIXa, FX KOV UIRE/ME % G S E 7
BED FX OIEMALEEZHIE L7 & 2 A, FVIlla & L TOMRFIEEL Ok a v s X D15 LEE

(AR 7R EITBE SN D o T,

Fo, R, )R PEOT RS b2 b rTEMHEL, 7274 > STFE T TAPC & Kt
SH2%, FIXa, FX KOV UIRE/IME & BOG SETFEO FX OFEHELEHEZRE L& 2 A, FVIla &
L COMKFIEMED APC 1T & 2 NEGICHAfE 22 2T BIE Sk h o T,

3113 hrurbEUER~DOEE (CTD4.2.1.1-4 B CTD 4.2.1.1-5)

MAR A B HROMAEIC, AKX/ Ao FERINL, TF T FXla 12 L A7 %E TGA IZ X
DEHMEIL72E ZA, WTFROHEL, IINENZWVIZE, kK bo s e AREosEmAgiRsn:,
F7z FXla IZ X DTEHEETIE, WIMERZ VT E, K e v B U ARRFRAENT 2 2 & bBlgEsh
77

3.1.14 TEG ~D¥%E (CTD4.2.1.1-6)
FVIHI-KO ~ 7 A BEREL L 72 MRS ARSI LT R_A R &I L., TEG IZ L D5l &2 4T - 72, & DOk
B IIMENZWITE, MkEEFEREDOIEE LN BIER SNT-,

3.1.2 invivo B
3.1.21 FVHI-KO =T RiZRIT B i1km%hE (AEKSHE)
31211 RYNHmMET VI L 553fE (CTD4.2.1.1-7)

FVII-KO ~ 7 A |ZARI 1T 7 KA b (6.25, 125, 25, 50, 100 }% 0* 200 IU/Kg) %5 L7= (e
B 12 PU/BE), $e5- 5 RICEUIM AT\ D% 30 MO MK & HilE: (~EZa e i) ofl
EEATo T2, RIEFELOT FA MERIZEW T, R O EDsofElL 16.6 & T 18.7 IU/Kg, il & D
EDso (3 9.3 XU 9.81U/kg & HEE S L7z, LA LEDORE RN S HEEE 13, AFD I mAH RIS T 2 A&
PEIZDOWNWT, 7 FA R EDERITRDLNRNEEBLRL TN D,

3.1.2.1.2 RFEFRARGIBTH LT 7 M X B8l (CTD 4.2.1.1-8)

FVII-KO ~ 7 AZARIE T T KA b (2, 5, 10, 20 KT 401U/Kg) Z %5 L7- (MEfERT 7~8 DL/RE) .
P55 5% IAREFARGIB 24T\ ), £ 0% 30 oo HInE (~EZn e &) OfEEZIT-7-, HilE
D EDso fEIX, AR ONT RXA MEETENZEN 3.9 KON 4.9 IUKg EHEE STz, UL EDOFEFR) G H

1L, RED M RIZEIT DHERISEIZOWT, 7 RXA MEDOEBITRD G0 EEL2 LT
W5,

31213 RE#ArGIMrHieT VIC X 574 (CTD 4.2.1.1-9)

FVII-KO = 7 ZIZASE T 7 R b (0.15, 0.31, 0.63, 1.25, 2.5 X N5IU/kg) Z#5 L7~ Mk
12 DU/BE) . 5 5 D BICREIREIE 21TV, Z 0% 60 2y iR & LS (~E 7 m e &®)
DHTEZAT o Too REFE KXY R A MEIZIBW TR IMREE O EDso fEIXZ41E 41 0.76 K& TY 1.07 1U/Kg,

8
A 2807 NEER_ R AT 4 Ar T r—<HRREH HFEmREE



I 0D EDso fE 14040 0.71 LY 1.06 1U/kg & HEE Sz, UL EORER D RGEE 1. AZEKD (ki
ZHERANZB T B HBIGHEICHONWT, /AR A b EDEREITFBOLNRNEERZL TV,

3.1.22 FVIHI-KO =Y R BT B IEMEE (Hestk)
31221 ROWHIMLET Iz X 57f (CTD 4.2.1.1-10)

FVII-KO v 7 RIZARFETT XA K~ (200 WU/kg) %5 L., &5 50%., WNZ 1, 2 XO'3 A%
ZRYIW AT, 2 D% 30 /M O Hf R & il (~E7r e v &) ORMEEITo7 (HERER 24 T/
). F7o. BB E LT, FVII-KO v 7 AT A G- U, &5-5 3% KO3 ARRICEYIB 2170,
Z DO 30 Sy o MR & Hil & (e u e &) OREEITo (MR 12 0), 2 OfER, A3
TIXE G 5 0% &L BRI (Rt fR & bk U 7= i R o 45 & O i & ofdb) 2378
DITEDIZRE L, 7 RAA N CIRIEMERDIFE O b7 DTG 5 5% OHAThH o7, LLEDOFERNG
HEEE X, AEDOIEMBRITT R_A R ELSFHET 2 B8 L5,

3.1.2.2.2 HLEFRBEETFNICE DM (CTD4.2.1.1-11)

FVIII-KO = 7 AIZASETT R~A & (280 IUKg) Z#%5 L. #5501, N 24, 48, 60 K}
72 R A8k A2 W CEENRO A5 2 208 L (Microcirculation. 2005; 12: 259-74) . &M%, i
BPAZEE TORFE Z K 25 43 THIE L7z (MERERT 6~10 VL/RE) . AFEK YT R A RMZHOWT, 1L
BPAZENRO LN TBIX, #5 5 0% TlidWnhd 100% (6/6 IT) Tho7ohd, 5 24 Bl Tl
100% (6/6 L) TN 67% (6/9 VL), #4572 Kffi]1% TiX 63% (5/8 L) KT 0% (0/8 L) &7xo7=, LUk
DOFEFN O HGEF I, AEOIEMBFILT A IV EFHT 2 BR LTV 5D,

3.1.22.3 BBEfiHmET Vic X 55 (CTD 4.2.1.1-12)

FVII-KO ~ 7 AZARIEITT KA | (2801U/kg) Z#ehH L, #5501, WONZ 24, 36, 48, 60,
72 KON 88 EfEI 14 IO MBI 2 2R 4L L I S8, 2 D 24 R O BIEi OB 2 E L7 (MERERF 9~15 Pt/
). 7o BHSE LT FVII-KO v U R THEE A 5 U, 55 24 REf#2 I RBAET 2 2R FL L il S
., 20 24 W% OB OBERZWE Uiz (MERERE 8 T/, = OfEHE. BarEkt iR & il U 7= BRI B
B R OB RN A TIIHREG 88 FEEE £ TROONTZDITH L, 7 R A b TIHENRD bz
DITF G- 36 FEfE £ TTh o7z, LLEOFERDH HEEE T, AEDOILMBNRITT FA PRV R Ffe T
HEBLZLTWD,

3.1.23 FVII-KO =¥ 2R DBES B MHERETAICET 3 BEEERBME (CTD 4.2.1.1-13)
FVIII-KO = 7 AIZASE (5001U/Kg) Z#5- L., &5 5 %Iz 2L L NS, 207 A&
BOARZE (5001U/Kkg) ##5 L, #5655 0% KB 2280 L S &7z (MERERE 10 DL/R) . £7-, k&
PR E LT, FVII-KO v 7 A IZIR A& 5- L, &5 5 0% IR 2 Z2fL LI S, 207 BRI
BRI ARG L, %5 5 0% BB 2 2L Ui S W72 (MERERE 10 PT/EE) . w0515 0, 7,
8 KU 14 HEZICHRBISIERZRIE Lz L 2 A, ARIER CIIRER G-/ & ik L TR S 14 B £ T
BIEER O R IH S 7z, F7z, HIEHRE 14 HRIZ, BIERIZHRD Valentino 227, ~EVT Y
VYRS N OVERREICAR D UCT A 22 712 L IR BEARAR2 05T 2 3206 L 7= & = 5 (Haemophilia. 2006;
12:654-62, J Thromb Haemost. 2016; 14: 1216-25) . N AL DFRIEIZ DU T & ASHREE TIXIABEE G1E & Lok
L CUEERREO bive, UL EOFRERNG BEEE IR, AEOEKEIC LV EEERB M Shz b0 L E

9
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ELTW5D,

3124 MAIR A A XITBT2EAFHIER (CTD 4.2.1.1-14)

MAHE A A KITARIE L, A A b (125 WU/kg) Z#5 L, WBCT XN TEG ZRI%E & L CHT)7Hy
TER & R ATAM L7 (MEREERT 3 DT/E) . T ORER. A¥ZRE LIESGETIE, /A=A M5 L
AR, EERERANEMIRBILE ST,

3.2 BRIk BFAER
RIEO R ERBERER & L C, L TORBRBIENTRE Sz, FiEFEIIYEEE) S, LRP, LDLR &
NVLDLR ~DfEEMIZ DN T, ARIED M A IR ~DB 53R I b EBLZ LTV 5D,

321 MARAMFEFOLEEM. (CTD4.2.1.2-4)
MAIR A BE RO MEIC, REXIT A ME2EINL, 37°C T 24 Bl F <o FVII &M 2 HE
L72EZ A, RELT RS P ETERIIBED N2 T2,

3.22 LRP, LDLR RU'VLDLR ~D#EE1E (CTD 4.2.1.2-5)
AKELER ) AR e FVIN DY VT Z 2 AZB57 % LRP, LDLR X' VLDLR & D&% SPR
TiHliL7=& 2 A, /JARTA MIEEA_RAIKIZBOT I D IEWESENBIE S,

3.3 LTEeMHEERHR
AIEO PR R, DIME R, MR RO WIRE BRI KT THBIR S D LBY THY . KIER
HiEMERE (5.2 28) ICB W CRHME S iz,

K5 REVEKIRBRERE OB

I KR A FEIEE - S | ARG AT cTD
s 1TE, AR, AR HE D P 5\ S 5 o R
AR A AR ER~DOEB L
K Z BH3 O i A
AL L 5 ey | MUE. DER 2500 IUjkg | HRPEHIEHIET S DR
N =AY 3 Ry | R CORERL 42395
_ (Reseme) | - RO G BT RS |
W Il K GHSED | 7 |
EN i KEOE G CEET 58 W
% 5 JRIBZA~DF B L

3R HRICE T 5 EEOHIR

BAIL, RSN ETAHT 2R BROFER S AL FVIL & LCoOEEZAF L, ARiCET
HIEMBRPHFETCE Db DL EZ D, Flo, R INTRENEIRBROME RN S| REOLZ2MIC
OV THIZBSEHIIRWLD EEZ D,

4. FEERAREMENERRBRICE T 5 FE R UHEEICI T 5 FE OB
AIEOFEWENREIZBHT 28R E LT, v U A, A XKOT v bEHWERBREESE RSN, ~
U AR OA X OMBEERF O FVINEPEIZE IR XV E Sz, 2. T v MIAHED PEG &
OKGGE SH THEGGR LA EZ RS L & 2o, JREOCERENIRIA Y v F L —v 3 URHGEIC
10
A 280y R R AT 4 AT T r—<iRet wEgsE



0. FE, MBEEHIEMN RS A — N7 VAT T T 4 Ik VRS Tz,

41 WX (CTD4.2.1.1-14, CTD4.2.2.2-1, CTD 4.2.2.2-2)

FVII-KO ~ 7 & (3~4 JL/ & W5 /BF) (A 35, 70, 140 3% 280 1U/kg. / AR A k73 280 IU/Kg
O R CTHRIFERNE G Sz, %54 50005 20~60 B OF 9 BE AT, M o FVIIEMEZHIE
Ende, Fio, A A A X (3L HIER/BE) ICARFEL R A R A3 125 1U/kg O & T H A ERR
W G- STz, #&ERT. #&5% 545005 104 K OFF 19 KR T, mAE o FVINIEMERHIE S 47z, 3K
WENRE N T A —Z 3R 6 D LBV ThoTz,

HEEE T, 2o ORISR D, ARIEOIEMBREIITAEGRO D, FBEINT , A=A b &bk
B L CHRI2FER L7z E LT D,

#6 FVHI-KO =T RARMLER A A XIZBIT3 FVII B ESS KBRS A —4 9

ERR FVIII-KO = 7 % MmAH A A X
BRI A J Rz A bk AHK JRTA b
& (IU/kg) 35 70 140 280 280 125 125
Cmax (1U/mL) 0.6 1.3 2.6 47 2.7 4.2 31
AUC.inf (IU-h/mL) 11.0 18.0 39.7 90.6 26.0 71.7 30.4
Tz (h) 17 11 12 15 8 14 7
CL (mL/h/kg) 3 4 4 3 11 3 4
Vss (mL/kg) 77 58 61 64 117 62D 43P

a) FVII-KO = v R IEMEHE A 4 IEDIMAES FVIIEMEOEEICESEEH L7387 A—2 | AR A A X134
FE3 LD EHEERT,
b) V: (mL/kg)

42 %A (CTD4.2.2.3-1)

7w b (kL UC/RIERES) 1 PEG #647 % *H Tk L 7= A3 % 4.1mg/kg (K9 28000 1U/kg, PEG &
& LT 0.7mglkg I2AHY) OB THREIFIRNE S L, #£5 1% 5 12 B £ CosF 9 RiRics
VF B B RE DRSS ~ DA e Uiz, BRI L2 COMBRICIA < 20 L. WP ok
IZBWT ORI L, 7o, MiREICE oS (iR, Mg, U o SRk, k%) ok
WU VWS REDSTRD AL, AR TIIAR WS REA TR B iz,

43 R
AR 2 BRI EI S T RU, BRI IL, ATED & > S 7 TSR T </ B
ARSI, U 2 —a i PEG AR RR O IR SN D T LA TS ND LHAL TS,

4.4 HEft (CTD4.2.25-1, CTD 4.2.2.5-2)

Z v b (M 3 PT/#5-8E) 12 3H A5 L 7= A3 & 0.17 mg/kg (F9 1160 1U/Kg, PEG & L T#J 0.03 mg/kg
[ZFEY) g 4.1 mglkg OB CTHEIFARN S LZBEOPENc W T, #5% 12 £ TRitshz,
Fe 5% 12 # £ TOMSEEDHEE EHEINERIE, 0.17 mo/kg #5-FETIEEF 104%TH Y . FEBAL O AR
IR DD 63%, FEFND 33%, FRBEF D 7% Th 72, 4.1mglkg & 5HETIEFH78% TH 0 . A EL
DOEICERITIRF S 34%, FEH D 38%, FEEET D 6% Th -7,

11
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4R HEICEIT B EEOH

PARIL, PR SN BB RERBR AR © . A OEYEBREHIZ DWW TR OMEIT R Vb D LB
A

5. BMUERRICET 2B R OEIBICR T 2 FEOHK

ARIEOFMRR & LT, R G EERR, KERE G R, BT sRE O g S R S h
7

5.1 H[E#5HERR
Ty " HWZHERSFEEERERAER I (F 7). REEGIERT D TITRD biveho Tz,

# 7 HEEGHRERBREE OB

AR R e 512K A& (IU/kg) FRPT A R D ESE R (1U/Kg) CTD
i p s
Sk (Wistar) FRP 04, 20000, 25000 | 20000 : fititz fufs 25000 ## 4.2.3.1-1

a) Hifb Ty akFu (1.0mgimL) | L-B 2FY 2 (6.0mg/mL) . &RV V-<—k 80 (0.4mg/mL) . KA
B (12mg/mL) | b+ Y oA (36mgmL) | L-AF A= (22 mg/mL)

5.2 REHSHFEERR
T MO =7 A ERHW T ERGEERBRNE SN (& 8) . Eh@Miidh (=74
Pou) 1x. BEEALAG (i, BEUIERE) Th o7z,

# 8 REHGHERREE OB

s
s 5 & o MR R
EN e , 1 7
AR R @ B 5 (1UKkg) 2T AL (1U/kg) CTD
28
= o)
w8 S | on, 100
Z vk R N N A EIC L DB L 2500 4.23.2-1
(Wistar) W AJL . 500 2500
IRIE 3 i1
i
et o IZEGIJ;H) 09, 50,
X—KZv b~ | Bk 4 150, 500, AREPEHAZ L D87 L 1200 4.23.2-2
(Rowett) N Pl 26 38 1200
G
i # a 5@2/}5) 09, 50,
X—=FZ7v b | Ik 4 150, 500, KI5 L DR 1200 4232-3
(Rowett) W . 1200
IRIK 12
23 I i
etk %% (A3 ) 09, 100, >100: &Efufﬁm@!’ﬂﬁﬂ\ %E{Eﬁciﬂéﬂﬁ
By AP R n 500. 2500 2500 : FETC (MAIRZAL 9 (EH# & 2500 4.2.3.2-5
- ) o s ¥ U FoHin, aPTTiER) )
PR3 12

a) 4 E[E#G-#ET 2500 1U/Kg D 7»

b) HEfbhvvw sk (0.25mg/mL) | L-E AF Y (L5mg/mL) | AY Y <—h 80 (0.1mg/mL) . Kl EpE
(3mg/mL) . #ifkF bV A (18mg/mL) | L-AF 4= (0.055mg/mL)

o) FLEEMFURIC K 2 NIRME FVII DK TS % RIEMARZEL &l S h T b,

5.3 EBEEMERB

AEIZHNGND ) =137V o TH DD Bl EITEW s s 2 & L OPEG

WZOWTIIERFHENRE SN TR D, ICHSE (R1) A RIA4 o &25F 2 T, #EinmtEiRk
12

A 207 NEEFR_ R VT 4 AT T —~ RS A
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BRIT I S ATy,

5.4 ATEFATBERR

FVII ORI 72 3K ERIC L 2 MARTBRITREED Y A7 ERTH L Z En@EINTNDHZ & (Nat
Rev Rheumatol. 2011; 7: 330-9, Obstet Gynecol. 2007; 109: 1146-55) . A 18 ¥ 5- kbR ClIpisy
PURIZ L 2 ARFEOBBE R TRRO LN Z &b, RIEE 7oA G A B MERBUT R ST
v,

55 SAJRMERER
B R 2 FVIL & NIRME FVIIL TR FRIRER R a2 & PEG (2D TR BRI &
ONRAFHEDRHE S TWRNZ & KEDOX—RT v & 7o 26 J# [ M O 52 B8 [# 0 s # 5-m
RERICB W TR GAISERNT D RIDB ATRERRD G ho 7o Z b RN AFIEZ RS e
LT En TV D

56 JRPTRIBVERER
U & W TCEARN . BIRPN B O AIRE PR 502 K 2 SR TRl s B s it S vfz (R 9),

&9 RPTRIEMER B R OB

B R 1 FH R T PRk FEpT R CTD

SR FrARPY

(NZW) R 09, 500 IU/mL % 0.15 mL H[E# 5 HEE FE 0D JAE I H if. 4.2.3.6-1
FrARE

a) 0.9%Hi{t7 YU v LK

5.R IR ABEOHKE
R 1T, TR ST E R B AR D IEFGIR L 2P DUV CTREBE D RE &I 72 &Il L 7=,

6. AEYEFFRERKOEET 2085, BRKERRICET 28RN ITEEIC BT 2 BE OB
6.1 E%%ﬁ%ﬁ%&@%ﬁ?é%ﬁ&

MO FVILIEHIZ A BEEEIEIC L D IE SNz, GREEEOERERE LT, AEEZRET 5
AT TAZAEYE 73 %f@FWH%ﬁ%@E?éFA IXIEH B b IAEAME A X,

F 7o, MAEF O FVINEPEIZ DV CREE —BE A2 O TRRET L7/ R . A CiliiRS T 5 aPTT 3K
FO—FIZB W THIEEMEEZ R 2 E AR SN2 Eovh, FEEE I, AL LGZIZmEEF FVII
EMEZRET 256121, HURRIELBIRT 2 0EN B 5 5 2 N SCES CIFRRMtT 5 Ll L T
W5,

6.2 ERIREHEFBR

i R B ER R ER (2 B 3 B R R & LC, ERRILFIZE 1 4H35 (CTD5.3.3.2-1: 3776 #kBR) . [EFEHLFS
MFE#BR (CTD5.3.5.2-1 : 3859 Bk (= HA[Y) . CTD5.3.5.2-5 : 3885 ikl (T HHIM])) ik BN H
N7,
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6.2.1 EEEILFES 1B (CTD5.3.3.2-1 : 3776 RABR., FEMEHIRM : 2010 4£ 9 A ~2011 44 A)

FVII AN X 21RO H 5 (FVII RAIONEZE B 408 150 HLLE) . A v BB X —Z&F L2 18
LA b 65 B LA T 0 BAE ML A A BE (FVINIEPEEDS 1%L T) 26 6 (B AANWERE 2 il &2 &ie) T
WMENREDRRFI TN T, #BRE SRR INANZAEH LTV 72BEfF O FVIIL 44 25, 50 X% 75 1U/kg
INELEIERARN B G- S =14, 4 BULEORIEE 220 ClRl— AEO AR HEFARN 5 S iz, miEdh
O FVIIEHEIE, BEFEO FVIILRFTlE& G-k O 5-4% 30 23725 48 IRfi] £ TOFF 9 FFA T, AFET
IR O G- 30 230D 168 B & T 14 B TENERIIE SNz, RYBIHE T X — X X
F1I0ODELEBY ThoTo, HFEHIE. AIKD Caomin LY AUC@uinnlE. 25~75 IU/kg ® H E#iPH CHEH &
WZHBILTHI N L . AFED typ 1EBEAFO FVII R & bl U TR 1.6 fFIER L7 LRI L TV 5,

& 10 AERUBEFD FVIN RAORYEIE T 2 —F (EHEFEERES)

A BEAED FVII U5

25 IU/kg 50 IU/kg 75 IU/kg 25 1U/kg 50 1U/kg 75 IU/kg

(7 %) (8 ) (10 1) (7 %) (8 i) (10 f31))

AUC-iny (IU-h/mL) 148+54 38.9+115 46.8+20.69 12.9+3.6 20.8+6.8 30.6+12.4
R ([IU/mL]/[1U/kg]) 0.026+0.005 | 0.025+0.006 | 0.026+0.008 | 0.041+0.006 | 0.027--0.006 | 0.031--0.006
Caomin  (1U/mL) 0.65+0.12 1.24+0.28 1.93+0.58 1.04+0.15 1.34+0.28 2.30+0.49
twz (h) 16.6+5.4 24.4+6.6 18.3+5.09 11.4+24 13.5+4.4 12.0+4.4

L (mL/h/kg) 1.89+0.64 1.39+0.42 2.07+1.319 2.07+0.57 2.73+1.25 2.81+1.05

Vs (mL/kg) 39.3+6.5 46.1+15.6 46.9+21.49 28.9+5.3 44.6+7.7 41.3+7.3

A THORBIZELY AT A—ZREHE -T2 LHIEERL,

Fo. BARANYEERE 2 ] (25 LV 75 WUk & L f5) 122\ T, RIEDOIYERE T XA — 2 TR 11 O
k%@’(“&)o?‘:o HEEE 1L, AARAERE 2B 2AREDOIEMENE T 0 7 7 A WIZHOWT, #ERE R D
BER FVIL JEMERIEEOIE S DX 2 EET 5 &, HARALSOWERE & B S E 722 HE[E1T380 6
a”bfmv; 72EFBH L TV 5,
£ 11 HEARAEBREICRITBARROEYBIRE T A —F
AR
e 1 WeERE 2
(25 1U/kg) (75 1U/kg)
AUC.infy (IU-h/mL) 11.4 15.3
R ([IU/mML)/[1U/kg]) 0.032 0.016
Caomin  (1U/mL) 0.80 1.23
tiz (h) 13.2 15.4
CL (mL/h/kg) 2.2 4.9
Vss (mL/kg) 37.6 98.3

6.2.2 EFEEFFMAERB (CTD5.35.2-1 : 3859 3B (FEHIM) . FEMHIF : 2012 4 1 A ~2014 &
1H)

FVII BFNC X 21RO H 5 (FVII BAIOREE B4 150 HLL L), A > B EX —%RA LRV 12
i PA EOESE LA A B (FVITETEEDS 1%A00) 24 B (A AR ANBERFE 3 Fil a2 Gie) THEROBEREDO MK
ATz, AZE 50 1UKg 28 4 BIRICEARN R G- S Hu, wllEie G- & O 5B %A 28 %1230 C|
B 5RO 5-4% 30 43725 96 HEfH £ ToFt 9 e TR O FVINTEPERSHIE S iz, 3B 2

A=HIFR 12 OLBY ThoTo, HEFEIL, BYWERE T A =225\ T, MlalbEr & 555G 28

W% & THEYFRE/NT A —H IZRKRERFEWVIRD LN EFBA LTS, £, BARABEREIC
B HIEYEE T A —4 (F12) 12O T, HERANDAOYERE & B2 DEANIERO b= &
14

A28y NEER__ R INANTF 4 AY Ty —< RS REmREE



S LTW5,
£ 12 AREOEYBENENT A —F (FYEIZEERE)

AR HARN (%5 28 )
| EE A e 5. 28 Ky
(24 ] ) (21 5 ) R 1 R 2 R 3

AUCq-iny (IU-h/mL) 32.2+10.9 35.6+11.1 32,5 54.3 51.8
IR ([IU/mML)/[1U/Kg]) 0.025+0.006 0.0290.005 0.027 0.030 0.029
Csomin (1U /mL) 1.23+0.28 1.36+0.23 1.33 1.45 1.43
twz (h) 18.7+5.3 18.9+5.3 19.1 28.5 26.9

CL (mL/h/kg) 1.67+0.58 1.46+0.46 15 0.9 0.9
Vs (mL/kg) 40.3+10.3 35.3+7.9 385 34.7 35.8

a) A% (RERREMEIEET 17 7 A LD 2 4], FERTFVIIIEMEDS 5%B 0 1 4,
FRHT A DRI STz,
by 161 (BehH-mi FVIIIETEDS 5%8) ASSEMBNRERET 2> BRI Sz,

RGO 1) 2EEYERE

6.2.3 EBFSIEFFMAERB (CTD5.3.5.2-5: 3885 REx (FEHIM) | EHEHIM : 2013 4 2 A ~2014 4
11 A)

FVII AN X 210EEO & 5 (FVI A OWEEE B 505 0~5 3% Tix 50 H %, 6~11 5% Ti% 150 A %
M2 D), A =20 L 12 A O BIE AR A B (FVIITEPEEAS 1%A5) 27 45 (0
~575% : 15 B, 6~1175% : 12 ], AARAGEERE 25 £72\) CTHEUBRBORTFNITOILZ, #HRE PR
RERZINFTCE ] LT 72BEED VI LK 50 1U/kg S HERIFARMN IR 5 S v, %55 R 0% 5% 1 1R
25 30 Wi £ COFE 5 BEA TR O FVINEMEDNHIE Sz, Ok, ARFK 50 U/Kg A3 HL AR B
H&p., #ERTIR O E% 125 96 B £ ToOF 7 BS Tl o FVIILEENRIE Shi-, 3K
BT A—F TR 13D LB Thote, HEEHIL, 0~5 EOHERHE & 6~11 OHIRE & THRYH)
HERT A —H I I[FFREETH Y | 3859 sBRICEIT 2D 12 MLl EOWERE & 42 &0 BEFD FVIII B
THELNTWDERE & [FEEIZ (Haemophilia. 2013; 19:882-6) . IR 13K <. CL IR & WA A3 F80 Bz
EHBALTV D,

# 13 AERUBEFO FVII A ORMBIRE T 2 —F (FHERERZE)

ARIK BEZED FVI S5
0~5 5% (15 51 9) 6~11 % (12 fi)) 0~5 % (1541 9) 6~11 5% (12 f3i])
AUC-iny (IU-h/mL) 26.4+10.8D 25.9+12.99 11.8+5.69 11.9+4.79
IR ([IU/ML]/[1U/kg]) 0.019--0.005 0.022+0.005 0.019--0.008® 0.022-0.006
Ceomin (1U/mL) 1.05+0.33 1.18+0.34 0.98+0.43 1.04+0.29
twz (h) 145+2.7D 14.7+4.4 7.5+2.2¢) 7.7+17
CL (mL/h/kg) 2.43+0.86D 2.49+0.87 5.44+2.98°) 4.76+2.00
Vs (mL/kg) 44.6+15.2D 43.6+11.4 56.9--59.3¢) 43.2+8.6

a) 261 (BEfFO FVIHI BAIF 5% 1278 1L Uiz 1], oo kBeie & e FVIITTEPEMEE 2 7~ Lz 1 61) 23 3EE)
REMENT 2> BRI ST,

b) T—HDORBEIZEVRTA=FREHEINR2»oT- 4B EFRL,

c) PEEOREFNRBED LN LHEERL,

d) 141 (BEfFO FVIIRFE 5% IR IE) 2SS EIRERENT 2> B BRSL STz,

) T—HDORBIZED RNTA—ZREHEINR-72 1B EERL,

6.R HEEICRIT 2BREOHEIE
R, ARDEERIRFEAR IC OV T, FEROREIT WL O L ¥ LT-, £/, AEIIBEFEOIEE
D FVIN BIH L R Tty REWVZ LRI TWAH EEZ L, k., EMARES5ORE - HED
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BEIEIZ OV T, BRRER THE S TV - HESPADMEORR LG TEmPLETH LT

», 7.R5 T

24 IA
e A

ERAR

7. ERAREVEME R CERIRAYZ 2B 2 BBHE NI I 1T 5 FE OB

BHRIE R OB 9 2 &R & U<, EEILEZ 1 /135 (CTD5.3.3.2-1: 3776

PR . ERERE

[ MAE#BR (CTD5.3.5.2-1, 5.3.5.2-2 % (}5.3.5.2-3 : 3859 7k, CTD5.3.5.2-4 : 3860 k. CTD5.3.5.2-
5 K (5.3.5.2-6 : 3885 iklfk) ZEDRAEMS R Sz, ERERRABRO & A2 14 (TR T,

# 14 BERBR—E
FhE | AR . " I EEbAa i
b | EE A x5 TR S ik - HEORN R
oy BRIED H 5 EIE TEERBETCHE ] LTz BV 345 & Ge Aok
ﬁ’ﬂ“ 3776 | 1 | Mk A B (18 | 26 f VKK 25,50 J% T8 75 1U/kg % B[l ﬁ%%ﬁg
— ~65 %) 2 -
F R HH ifn R 5 53 B OV I O TR« ANER
186 41l 20~75 IU/kg % %5,
o HH i RERE B 12 45 EHABE R : AR3E501U/kg D 4 B8
- TP 58 175 41 Beh.a),
HA IR 5B T OV I D TR IR - A3
IEEHR S—H 1 20~75 IU/kg &% 5-,
150 131
e TREREO S 5 EIE | - MG 7 451 EMEERE (BAEAEIR) ree X
ﬁ% 3859 | NI | M fcis A (12 | - EHIBGHE (BEIERE] | @ AFES01UKg D 4 AfEES D R
- Ll E) ) 5545 (D17 %, | @ 751U/kg » 7 A5 D IR B RE
@38 #i)
- EHIBE5-1E 88 15 EHEERE
50 IU/kg @ 4 H 59,
ik B/ N— N .
iiﬁﬁ’ k2 S b1 OWEEMER, 2L
X 50 1U/kg @ 4 H f5:#x5- 9313 75 1U/kg
o i RERE 5 5 5 hp Nl
L 5 134 1] D7 HE&RE & DR TEER],
N WFH A RS54 > CHRIN S, T
ESJES 3859 BRIz b o 274
e 3860 | II Jagers 34 il CRTFir 45 14) ggﬁ%é@ FVII JEPEICHE - CHE R ® I
F B A¥E 60 IU/kg (50~75 1U/kg O#FH
68 #1 THEEIR) O 2\ 3~4 HiE) &
.- 6 BB 9, RRIZ I, A 20~ .
- BRIED b5 B | 2 gjj{ﬁ gi gﬂ Z&E}mm FFIC I, A3 20~75 IU/Kg o
ﬂ% 3885 | Il | ifL A0S A B (12 | - AE
- A %@jﬁ R EhaE
- 6 B 29 1 B & R
- 6 %A L 34 £

a) TRBREA(TLEAT MW T 50 1U/Kg D 2 7] (3~4 AA) &G HE,
b) SIERIZHAMIMA 2[EILL ERBLL-5E . XIIABEZ ME &5 2 \EEO M 1ELLEFRH L 723541213.50 1U/Kg

® 4 B EHEEICBAT,
¢) MRBRE(EEAMOHET T3 BEHRGICEE A,

RRERER OMENS 2 LU T ISR, 7eds, 45

HERABR ) OIHICECHE LT,

16
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71 H1ERR
711 EEESEFES 1HRB (CTD5.3.3.2-1: 3776 RABr. FEHEHIR : 20104£ 9 A~20114£4 A)

FVII AN K D1ERIEO & 5 (FVII RFIOREE B 403 150 HEL ), A e % —ZfRA L7320 18
Lk I 65 sELA T OESEMAE A FBE (FVIIIEMEEDS 1%L T) (HAEgSRE £« 18 i (% H &#E 6
PLE)) Zxigc, REHEIE G RO SR OB LZHET 52 L2 B E LIRS AAZE T
7 7115 13 ffigk THEM S 7,

ik - HEE, WA BARBRS AR L T 2BEFO FVIIL KA 25, 50 X% 75 1U/kg O
BECHER %, 4 AL EOKREHMEZ RN T, RA—HEOARRLZHEER T2 L L ahi,

AREBRITHLA AN B AV 26 BIAFITAIE N 5 S0 (25 IU/kg B < 761 (55 BARABERS 1 41)
50 1U/kg & : 9Bl (9 B BAABERFE 0 41) . 751U/Kg BE : 10 51 (9 B HARAGEERE 1)), eEVEMENT
RREM & ST,

LEMEIZONWT, ARELHNLHE 4~531% £ TOMIC, 42.3% (11/26 #1) (17 {4 (25 1U/kg B :
SIS . BRSO RLARIE . MK, D EEEER A 14, 50 1U/Kg B : HINL A > 7 v U k%, it b
. BURAS L. 75 WU/Kg B¥  BhE. BLL. ST, WEDE. BUR. RS, SER. % O REE. SilE
1) OFEELNRD LN, 2, BEFED FVII ARG S ARG GG £ ToRlIC, 3413
(25 WU/kg BE : 17 ¢ 70 7 27 88N 1, 75 IUMkg BE : 9. RIPIMEGMES 1 1F) OB EESEHN
W B, BIEAIX, AEEEG% 1612 14 (50 WU/Kg #% : B8%) 78D S, g & Sh
7o EELRAEFGIL. LA 14 (501U/kg B « #58Z 11 B bz, AFE L ORREMRITEE S
o, ERiREE R & S, BRI, EC KOG P ILICE s AEFRGIRD SR o T,

HARANERE D2V HOWT, A G4, 75 WUKg BED 16l 4 fEoaEFS (BE, HE57.
. BB RO LNz, BIERAROEELRAEFZIIRD SN2 -7,

7.2 FEIIFERABR
721 ERSEFSMAERB (CTD5.3.5.2-1, 5.3.5.2-2 X1 5.3.5.2-3 : 3850 3ABR. FHMHIR : 20124 1 A
~ i)

FVII AN K 21080 &H 5 (FVII AIOBRTE B 4003 150 HELE) . A e B2 —Z /A L7220 12
ik PA B O ESE LA A B (FVIITEPEAEDS 1%AK0m) (B ARRERE 4 - 132 5] (eI 5-RE - 120 1], H
I B GRE 12 BILL b, RRBREE N TS E IR SR O BB A SN 160 BIICATF Shin)) AR,
RIED LR, R OEDENREZ RG22 Z &t 2 B E Lo EEMRBRA B AR Z & 22 H[E 77 i
BCHEM S, ARRBRIE, BEEWIRLO 2 SOmEEIM N O S, 3BT 1 X ERENLT
DEBY LI, B, 4. EFEHIMK TH., 1RO 42 A2 T 288E 1. B OERRRICH
TT52&EENTNER, IERRRAZARRROILEEWE & L TEDHFHEICEE S,

FEHIM  PEERE T AAKROVEREATEM OIS ES & | R G T E I GBS E D )
D, MR G CIL, RS i o0 BEAE B e OIS U CAREE 20~75 1U/Kg % %
HEdpz s, MM 6 P AME SN, 6 7 AORSHRMASRE Lk, EH&
BRE~DHMANDPFRETh > 7o 581, EMRGHICETT5Z LML Sz, —,
EMBGRETIE, AJEB0IUKg % 4 HEICHRG T2 L Lz, 7272 L, I1BBRETEMA
BRI & LA, M 2 [ (BHMIRIL 3~4 H) ICEET L2 ENHREE SN
7o BEHHIMIE, RROWBRE S SOBRTE A KICELZA LT &, EHRERICBNT
HHIMRED kM A BEY & LIe RO 51T FHE & S 7z, 24 IEREILAN O 5 KA &1 200 1U/Kg
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L, EEMIMEUIHEEOHMICRVMEHTEL 2 L Lz,

FERHAM S— N 1 EEHIRE CHIMEHE GRHCE D (T D giBE . Bl G Ak s 2 L &
ENic, FEGM CEMBGEHCE D AT DN BB 1L, FEMIMOR%ZO 6 7 AR O
MEIEAS 2 [ LA R o 5RO A /23 535475 1UKkg @ 7 B 158558 X 1350 1U/Kkg
D4 A ERIC 21 TEERIC DH%%ntoz%ﬁﬁ@%&@eﬁﬂ@mm@@#s
FILL B, L2 RILLFCTh o THEEAEUTIT 2 AL L WGEEIE, muM@®4Hﬂ&5
kT 5 2 & & Sivie, 7 BERGHICHI T oo g X, BRI 8 ERHIT 2
[RIFEEL L 7= Xiﬂh%zgkﬁéﬁf@mmﬂlﬁﬁﬁbtﬁn 50 IU/kg @ 4 F 434
WCBITT D2 e, AN— FOEGHIMIZ6 W H & 3T,

SEEWI S— b 2 IERWIRS— b 1 28T L7-#iiE X
Wiz, EEREGE520F 58E L. S— b 1 TOHE - HEEEILEZIED,
NIX7 BHERSGOBTEENARE L S,

=ML TR TR AT D L b X
4 HE5

AF A LRI &G S 472 186 # (9 B A AR NBERE 15 f5]) 222 VAR R R LR K O FAS &
ENtz, TDHL, FEMEZ5T L7z 165 il 150 B ER I — b 1 ~B1T L, IEEHIE/ —
1 %57 L7z 139 Bl R S— h 2 ~B1T L7z, FEHIR R OIEE IR S— k1B 585
FONRIE, ZNENR B KOELIBDELBY ThoT,

# 15 FEHMICKIT A8EEBRE DN

¥ % 1 B EBES TRER LB BRE 5L SET BB
SN TR S (A RN E L) (A AN ELD)
GCEIN T S5
HH I B 5 12 (2) 1 (0) 11 (2)
EREGHE D 175 (13) 20 (3) 155 (10)
&l 186 (15) 21 (3) 165 (12)

a) EEHIRTPIC, MR G D E R G E Uiz 1 Em7 O TEE L THE,

# 16 EEHR S— b 1i1CBiT 38REDOHNR

SEEHIRS— b 1~ | TRBR 45 E R SE T HEBE K
AT LB E sk GCEINT s (A ARAHEERE SO
GEINE 59
HH I B - 7 (1) 0 (0) 7 (1)
MEEAAL : 75 1U/g 7 B %5 38 (1) 1 (0) 28 (1) @
MEVEZ AL - 50 IU/kg 4 B fE#5- 17 (2) 1 (1) 16 (1)
FEHEVEZ AL« 50 IU/kg 4 H %5 88 (4) 9 (1) 88 (3) ¥
AEF 150 (8) 1 (2) 139 (6)

a) 9 %175 751U/kg 7 B fE#E 5705 50 IU/kg 4 H ff 55 8 L 7=,

FHEMMIC T D | PBRE 272 0 OARIEONRTE B ¥ CEEE AR 72 [HEPH]) 1%, EMH5-#T 76.9
+32.7 [1,180] H. il 58 C55.2+35.6 [14,146] HThH -7z,

AHBRO FEAGE B X, OFEHFICBIT DA ¥ — (06BU LLLE) OFAEE KOOI EH
MICB T 2 EHH GO ABR & ST,

FHEHFICE TS/ e ¥ — (06BULLE) OFRAEEISG (f b X —%R4E U7 giE S A3
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DUgEEE B 4008 50 H LA EOWERE 2 & A DOIRGE H A 50 B R THL DDA e X —Z AL
PERELOEF) 122V T, ARIKD 50 Mg H AL EOFe 525 1F 7= 164 5l 1 1T 93 I H 5t 1
VB EX—DORAENED LI, ARG 0.6%, O 97.5%F X H O ERIL3.8% TH Y | %m
ZRRE S AV HEYE (R 97 5% E X D BFRAS 6.8%AM) Z iz L7z,

FEMRICB T 2 EMEGREDO ABR 133K 17 O LBV TH Y | FANIERE I (ABR Ol
SN[EFXH D LREAY 85 BN - & TlE5) &z L, £/, FEHIMICK T 2 Mk 580
ABR O HiefiE [#iPH] (X, 30.87 [4.75,74.18] [a]/ A - £ Th o7,

#= 17 FEHMOEHEGEEICT S ABR (FAS)

ERBEGRE (175 B)
B Z BT 5 sS4 U Es (% (%) ) 105 (60.0%)
TR 2 25 4 il E gk ([8)) 436
SERE R 2 3.73£5.90
ABR (BN - 4) 3 rhoefiE [P ] 1.33 [0.00, 28.42]
HeEm (G180 95% S fE X ] D 3.70 [2.94, 466]

a)  HIEL7-B5RE O ABR X, Bl S HmEEICESE . (RICEREE T L ’Wﬁa‘é
LTSN AHMERERE L TEH L, 72770, B5EE% 10 AR EPJtuL
MR O Y OO ABR & 24 [5] /A - £ & L THISE LTz,

b) TEINIIBFEME O AE ATy NEEE LA T Y CVERET IV

Fio, EEMM S— b 1128V T, BIEAEIF T S 72 50 IU/Kg 4 B 8 GRER OV 75 1UKg 7 H /3%
HREO ABR X, £18D LBV ThoTz,

# 18 EEHIFE t— b 112815 ABR (FAS)

50 1U/kg 4 H f34& 58t 751U/kg 7 A {545 5-8E
(17 1) (38 1)
B2 B84 5 i) 4 U= g s (% (%) ) 8 (47.1%) 16 (42.1%)
TR 2 25 24 il e g ([80) 13 25
SERIE R 1.77+2.42 3.59+6.62
ABR (BI/A « ) 3 il [P ] 0.00 [0.00, 8.49] 0.00 [0.00, 26.09]
HeEEfE [ 95% 2 fE X ] D 1.77 [o 59, 5.32] 3.57 [2.13, 6.00]
a) WIEL72#5HE O ABR X, BlEZa ik ox | K %ﬁ%mT Lt IR D LRSS H
Mz ffise U CRI L, 7272 L, #5066% 1 7 AUNICFIE L5603, %3 %&%ﬁ%m}z D OHIE O ABR

Z24Mm N - L LTHiTE LT,
b) BEHEAZRKTE L. TESNIREWBOMEE A7y MEKE LIeART Y U EllwET v

H M RE B 5-OFZIMEIC OV T, EEHREICIT 55 968 Bl H M2k~ 2 ARFED (ki h R, #bkE
NIFFEOI BRI LY . F19ITHESEFHE S i,

19 HMmizxd 2 Ao RO FHmEE
] JLuE
9 1 [\ OB 514 8 BEE LI O EGE 22 OFER, RO/ I EER 72 H I M O 2R W BN D,
1 E 05 8 RFEI LA OB & 072w OFEf, K OTH M OB EN A LD DS, FERRERITIT

A | s 5w,
ooy | P 8 LA R BRI OIS LB BN, XD I AR RIS, M. B
P BE O 5,

E7h WHEBPRD bRV JERBET 2,

1S g (M5 X TA%h)) &2 S - i o ElS [l 95% 18X ] 1. 84.2 [80.0,87.7] %
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THY ., FANCRE ST HAE (] 95% 5 X H] D TR 65% & 2. 5) Zfi7- L7z (TEZEFERETTH
& LT Compound symmetry #i&E % e 2 O 27 v 7 [BURZHT) .

ZEMIZOWT, FHEBMBENDIERE S— s 2DF—2 v h47H (201748 H 15 H) F
TOMIZ, 90.9% (169/186 f]) 2 1602 HHDOHFEFHRNED Hiviz, KT 10%LL EICRE LI-FESH
G143 20 1T,

K20 2ETI0UALICRE LCAEESR (RN IREH)

50 IU/kg 4 H4E#5-8E | 751U/kg 7 B 8% 5-8% HH L IRF 3 - AR

HEREG4 (177 1 9) (61 51 9) (12 1] 9) (186 1)
B (%) (AR B (%) T3 BlE (%) | B | %k (W) | %
7 A VA ERGERGE | 46 (26.0) 69 8 (13.1) 9 5 (41.7) 10 | 55 (29.6) 88
[EpE 34 (19.2) 74 11 (18.0) 20 3 (25.0) 4 |41 (22.0) 98
RAE 23 (13.0) 37 14 (23.0) 19 3 (25.0) 3 |37 (19.9 59
GBI 31 (17.5) 50 8 (13.1) 12 0 (0 0 35 (18.8) 62
T 16 (9.0) 20 5 (8.2) 6 2 (16.7) 2 |23 (12.4) 28
ATz 14 (7.9 19 5 (8.2) 6 2 (16.7) 2 |20 (10.8) 27
1 PR BE R 15 (8.5 17 4 (6.6) 5 1 (83) 1 |19 (10.2) 23

a) RBRPUCIREGIEZ AT LB 13, HBOBICEE L TRt s T o,

BITERIZ, 29 B 68 1 (T AT XTI/ NI A7 =7 —8EM, EEFEZE VI KT &%
e, 77=07 7 NIRRT 27— BG4, B, BAETR. BUR. ALEE, FBA 3. B, v
—TNVEIN KT VAT =T —BEINE 2 45 5 VIR, P ERBUE ., MR RAE . IRPEARS
AR, TAVERRIR, B R ESTEOIRO, FEN, TFRERBSLE | HERIMCZE, PRk, WEE G, RALFER
Wk, TANRGRUBT I VT A7 27 —RBEE P ve s in, C—IStEE M, OE
X ST #5y L5 FFHSREME BE | PERIMER~TE 7 v b SERRMEREERD , M7 =V F
WA, T URTIF—PRE, FTURT ISV ER, S22, BEETEEIE T, SR, %
itk N, RASTRTOREE. 2 S FEIE, KBS L) B b,

FECICE A EFERIL, 1O 1 (EREBBE L R R oniz, EELaHEFZL, 314
(249 1 GRIEEPERUE . et + FBRE 2 M. &5 VI K80, KREMIRFpHRZE, FRZEKHE.
FERFLCE, ANEE, B, B IR i, SRR R e B S OHE, NHEEJ . ALPRE.
AT —T VB EENEYe, RSB, YRR Y ERHESE . HERIRR . BBEZE. MR,
ANV ASERG, RBAETEE T, SRS IMAE, B RGS . WSE, CRRREBEVE T, aibiEdr. 5. Kl
g, BB, HOET. IR, AT, PR, ERRESRE A O RO, AEZE, JiNAMU N
M, KEAEREAE, Soph, ERMESROLERT . O O, IREEKE AL 1gA BUE, RE HEMEE K. TERENA
11F) O i, £ D 5 BEE VI IRFf], HERIH R D 2 i3, ARIEL DR RBERDBEE SN oT,
Fio, WBRFILICE S AEELT 6 4 GF VIR, -+ fBEs. eBEEE I, @i,
FFAERaSE, BRI & L) R OS LB 1L1F) THY, WIThbEEBLRAEEL TH-o7-, B, +
TR, ERBAEREE T, ASEESITEE, 5 VINRTE, AR IR SR & D
BT TH -T2,

H A NGB D22 VISV T L 80.0% (12/15 ) 12 163 D H EHEL BB O biviz, BIWERIL, 56l
(27 (EEA. ITREBERLE . MERIARZS. FPHSRERRAERLE . C—hUSHEE A, BB KOS R 5
o, BRI T RCEIE & Shvie, EERAEFSIT, ST 124 (FEK 24, AN, HiEiE. 5
BRI, MERSIRRZe . IRULPETFHESS . A MERONUE . YL ERGJe . RERE 2 E 4. FFAIRRE, R
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EMEEBRS 1) Bobh, 2055 14 (IFlarE) (IO ikicE T,

7.22 EBEFRSMAARE (CTD5.3.5.2-4 : 3860 ABR., EMHIR : 2012 4E 8 A ~Efiit)

3859 R D EE IR K OMERHIFIC W T, RIEAE 5 RILL ERG SNTHRE D S5 b KRFEMN L2
Lo B (BEEWERE S - 10~15 i, KRFMH 15 1) ZXfRIC, KO FHIE 51251 5880
ML ERGTT 52 & x B E L7 IERIREER DS H K% 5T 13 I [H 25 gk CTHEME I 7,

FHVE - FEIZ, FINBHAG 2 RE AN, DRI & 3 T AL E O BRAARTIZ . £ 80~100% D ILEH FVIII E
ML~V 2 BRRICARIEZARARICFRIRNIC AR — 7 2% 595 2 & & S, 50%EO MiEF FVIIL G L~
VAT D2, MRG0 D 12 BRRICAROR 52 EET 5 2 & & &, Filk 1~6 B,
50% B D IMAEH FVII {EME L~V OMiF A2 BAE L LC, BIROMEEIZ LY | IBBRE(TEM O cnE
S CTIRGTH 2L LS, Fifitk 7~14 BiX, WFH A BT A & B3Z2, TRBRETEE A O] W
THRETLHZ L ENT, Ik, 24 FEM ORI 5-51% 200 IU/kg & STz,

AR AAN BT 34 8] (9 B BARANGEERE 4 ) RENIARIED G i, LT 54
FONFAS & &hiz,

ARERO FEFAGE A (X, FIFT ORI E Sh, T TRICEUIE IR TERMIC L 0 #&

LIZHEESE Tl S 7z,

#£21 FHPOIEMEIREOTHEYE
Bl HvE
E) FlEEDMLE CHiIFF S 5 b R4 BB 5,
HE) FREDOE T SN D I B L RRRETH 5,
RRFR | FEEOLE TOIRMBE E U TRE Cldawnn, Bk - AEE2EH LA THIEMENSHERF S NS,
122 T HERES SN TYH, IEIZVEN R+ CHLARD bz, HiE - HEOZEERILETH D,

FAS (DWW, 45 HEO KFHfy (BIfiE#L 15 £, BAFISE T F1k 9 . £ O OFIEAEL Ty 17 14, #&
TEHARILISN O FAT 4 1F) MM Thh, FHE TEEOIEMm AN Sh (T4 x TERh)) &FHl S - Fil
DOEE 1 95.6% (43/45 1) TH -7z,

Zfi\m_owf ARG BALA) D AR T (RE TR 14 B) £ TOMIZ, 82.4% (28/34 fi)

TN HDOAFEELNRBO LN, 3FILL LIZHELL-AEFR LK 22 1277,

#22 SFILLECRALLEEER (REMMBTARE : 34 #)

HEREG4 B (%) 3
A 10 (29.4) 11

frenglny 6 (17.6) 6

LB B IETR 5 (14.7) 5
C— BUGTHEER BB 4 (11.8) 4
FEER 4 (11.8) 4

T 3 (8.8) 3

M 3 (8.8) 3

WLIE 1% JE 3 (8.8) 3
~NES OB 3 (8.8) 3

ﬁfﬁﬁ . 5 BN 191 (~EZ a2 1k, AMmERECRE, ek, A ERE., FREm,
LB K AR, E#R S, IR IE, hov vy -7 oF har ey WWEAEREN, 747
Vo DXA~—HIN. 747V U MREDEMN, ~~ h27 U v M. BEEE VI K800, Rk
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B, BAERERR, B, B, i 1) R b,

BEELDAEFEFGUL AN 5 M4 (BMERER, EEWEK T, Hotlh, Hi, il 114 Bodoh, 209
Bl & O IILO 2 FHZ DWW TIEARRE & ORIERRNEE SN 2p3, #imigid, Wi (REE %
HEIE) DIAMIWT IS B TR & Sz, TR OREBET ILICE > T2 BERFLIIRDO Lo
77

AR NBEBRE DL EMEIZONT, 46T 4 FIC 2L OB FERERNRO b, BWERIX, 1B 7 1
(AMERBDIE, figeim, MEIC L DEME, furey - 7oF hare s IEAEREN, 717
V> DEA~—HN, 747V UOEREM, BFE L) PRO LN, EELREERFGILED
N oiz,

723 EEEEFEHMAERBR (CTD5.3.5.2-5 X 115.3.5.2-6 : 3885 FABR, EHEHIM : 2013 4 2 A ~FEhE
FVII HNC K D 18REO & 5 (FVII A OBERE B 5053 0~5 5% CTlX 50 H %, 6~11 5% TiX 150 H %
Hx2), A e X —%2RA L3RV 12 mARMOEEMAR A BE (FVIIIEMEED 1%AK0) %55
(BB S - 50 BILL | (0~5 7%, 6~11 i CEALEA 25 FILL 1)) 12, REOZME, AR
EWBREERETT 5 2 L 2 BHOE LI IRERBR S B A2 & Te 15 7 [H 35 fitigk THE S,

AL - &L, ARHK601U/Kg 208 2[435 (B GHRIL3~4 H) 3252 & & S, IRRE(LERMOH
Wric kv, &EMRE 3 AMICERET 52 L, AE%E 50~75IU/kg OFFH CTHEIT 5 Z ENAHREL S
7o WM, I OB M OVESEE 25 U CARSR 20~751U/kg 2% 545 Z & & &t /NFAii
i, BEOHIMER EREOREEZZEGT 52 L& &, 24 LN ORI R 200 1UKg &
iz BEWIFRIL, FZEWIMIE 26 B & S, ZRLRRITIERBIM & s,

ARFRERIHL I AL B AT 68 ] (0~5 7% = 3445 (9B HARANBIRE 041), 6~117% : 34 4] (D HHAK
NWEBRE 2 B)) RNCARIER G S i, ZEMEMITISEM KO FAS & &z,

FEIMNT IS 1T D HBRE 272 0 OARFEDONRTE B H CPYE AR MR ZE [HEPH]) 1%, 51.3+12.9 [2, 74]
HTHHoT,

ARRBROTEEAER & Sz EEHEICB T 54 e 4 — (06BULLE) OREES (el
B —w R4 LT R E S AR IR ONEEE H 4003 50 H UL EO#EBREH) 2o\ T, REMIMPIZA e EX
— NI LT R TR BT (0063 f5i]) . A v b B F —FAEIE D Bl 97.5%EHE X D FIRIT 6.7%
ThH-oT,

F72, G & OVE I 5 OGS ME SRR AR S e,

H LR 5 DA DT ISR 55 70 [ i3 5 Ao (kg B3, #ERE X
IXZFONBEICL D, F19ITHESE M Sz, IbASakEh (TE%h) X TARh)) & FHE S - i
DOEE X, 78.6% (55/70 [H]) Th 7=,

EME GO ONT, K230 LB EEHMICIS 1T 5 ABR 235l S 417z,

# 23 EEHIW D ABR (FAS)

BERAE L 68 #i
R A T A HMA A Uzgisrat B (%) ) 39 (57.4%)
TR 234 5 il el (Ja)) 70
RN VR A 3.08+7.13
ABR (B A « ) rhoufiE [EEPH ] 1.95 [0.00, 45.66]
HEE [l 95% S HE X [H] @ 2.13 [1.48, 3.06]

2) 7l (0~5i, 6~1160) ZIA 1L U, Wit 7€y NAKE LERT Y VT 7 4

22
A ARa 7 NER_ A AT 4 R7 Ty —< RSt

off

mr
=
e



LRV OWT, FEMMBEBN ORI OT—% 5~ 47 H (201747 H 18 H) F TO/MIC
95.6% (65/68 f3) T 683 DA EFRINRO LIV, 10%LL EIZRH LT-AEFEREE 24 1T,

F# 24 10%L EIZRE LA EER (RIS ER : 68 f)

ﬁ%%%% B (%) A
B Y 22 (32.4) 42

7 A /V)(rij:ﬂj_ (Y 21 (30.9) 40
AL 19 (27.9) 28
ElES 13 (19.1) 19
SHYR 13 (19.1) 18
FEEL 12 (17.6) 24
LES 11 (16.2) 14
e 9 (13.2) 16

A INT W 9 (13.2) 15
Mg - 9 (13.2) 12

1 JPENF BE R 9 (13.2) 11
lisEictes 8 (11.8) 16
T 8 (11.8) 11
Hjke 8 (11.8) 10

R fE 7 (10.3) 9
=N 7 (10.3) 8
% 7 (10.3) 7
TS 7 (10.3) 7

BIWERIX, 10 iz 15 14 (3835 3 ¢F, WBUE 2 F, FESHRALER, WRAEER G, M5, AR
5. ALERAOHE. PUE VIR F-HUma, FEitko o, &k, miE, Hims 14) @bz,

E%@ﬁ%%%im@]JJ@(E%%W@@@%z#\@%Aw: PN N O
SESEGERE, BkZE. HRELZE. Mg, R SRS, FRNLIL, BRI, ERRE. 77/ A R

JER., HifA% 1 44) 75»@?‘)%7&7‘;0 RBRPIEICE o7 AFFLRITI3FNC 344 (BASER, Hifn, SEUE
LR, WEUEIANEOEELAEFEERLE —-OFR) B, il OSBUE KRR G E S
NI T2, ERIRIIVNTR b EIE & ST,

HARNBIRAE DL AN ON T, 2 B4 2 Gl 43 EOAHHELEFEO bivic, 2 B bhizH
BIX, VA NVA ERGERYL 6 1, BBR S, A 7 W AR ERE 3, R 2 Th o7,
BIE R OEELRAEERITRO bRroTe,

7R HEIIB T 2 BEOHMK

7R1 FEFHIZONT

MAH A BFE Z Gt FVII R ZEBF OEFHE 5, MilEm ofie, HifREe ki & O .o 85 o
722 FVII 24T 5 L OIFRa &7 Mg i\lW%fH%fﬁézt@%\Wﬁﬁ-%ﬁﬁ&%
PIBERNC £ 2 RO FNER WL EMEA~DOEBIIRE LS BN EEZLND, LR T, BREZETE
BRI R 2 AR AR & L C 32k S A7z 3859 sk, 3860 aklih Jz (Of 3885 skl DAk R/ b . AEDOHIMEIZD
T, 3859 iBR A E iR & L, TANEEIC G L7z 3860 5Bk M OY 12 At /N8 & x5 & L 7= 3885
AR BT, AL ENRE Lo PRIZIR (ABR ORI QN LR & O FIR R & 5
LB Ik R A27HMET 2 2 & & L, F72, BRIz WTIE, B SN 72T X CoBKRERICS
WT, AEHFROBIRN, 1 e X —RAEOFEELZFIMT L2 L & Lz,
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7.R2 FHHEIZHONT
7R21 HMmEFOEREDHERPEIZOWNT

HFEH 1T, ARG OGIMEICONT, LTFO LI ICHHAL TNV,

3859 iR (12 skl E&xt4) oFEMEICIW T, 1k ApkE) (13%h) X% TH%h) LaHiisnsz
HinHESEOE S (W 95% 5 XM ] 12 84.2 [80.0, 87.7] % TH Y, HEANIHE L, MAREMEICEZ
ARSI (W1 95% S HE X O FIR2S 65%) Z iz L7z, YaZikiic >\ Tid, ARSI T
% FVII H o R KRB IZ 36 1 2 Hi R oo 1k i 2 R D picA# - (Haemophilia. 2009; 15: 869-80, J Thromb
Haemost. 2012; 10: 359-67 %) (CE:D % . ILMELIHDOEIE D 80% THIVTKMER N H D & & 2 -7,
FRDIEHSET ZZE L T I5%DOFRFH L RE L, i o4 [Tl 95%(E#EH X M D TR 65%%
Mz 5] & LT, 15%E W) FFRHEIPHIET — Z 125 < b O T AW, HBREHERE A (2010~2011 4)
TIIRYThHoTmEZ D,

3885 ikl (12 kAl 2 %15 OEFMHIRIC VT, ka3 skt (T3F%h) Uk %)) LREHiEh
o HMFEGOEIGIX, 78.6% (B5/70 ) ThH V| 12 5%Lh | & FREOMAEN S b T,

F 7o, AR 2 [BILLF 05 Tl AN R S A7 B i S50 FI4 1%, 3859 3Bk Tid 95.5% (924/968 [71)
3885 #fk T1% 80.0% (56/70 [5]) T -7z,

HEREIX, 3859 FRER DA NNMEDFHIELYEIC SV T, IR MEREIEI A 66% A M2 5 Z b AL+ 2 b
(ZOWTIIRENL SN2 b D TR AR < MLk K 784 o0 1k i B0 R 2 Rt 9~ 2 72 b O HE & L CT—fikiy
IZZTANLNDHED L ETITHW TERNVL DD, —EDKMERITFHMITE 5 HD L E X %, 3859
IR M O 3885 FBR D W T AUCB W T HAREKIZ L D2 EWIEMBRDB T O THWD Z Enb, MEEED,
H RO 5 OF TR T & 5 Ll Lz,

7.R22 FEHREOHFHMEICONT

3860 FERICIUNT, KRFIT 45 D FARED 1L M RN FAG S iz, EORER, b2 pksh (1%
Xx TERh)) &R SR OEA1X 95.6% (43/45 1) Th -7, 2 EoFiF (EEGEEKR. 77V
— kv (BBEHi7T 7V — R~ U KOHCERAN)) X To0F%h) iHiishiz,

FEREIX, FVIIL RZBEOFWMRFZIL FVIN O FENRMLHETH D Z &, £7-. RIEIZ X 5 1B B e
BEINTWDLZ EnD, NELED, FIRFREICBT DA GREITIRETE 5 LR LT,

7R23 TEHEBEOFHEIZONT
EM G- OB NEDOFHMEEEICOW T, HFEFIILLTOL DI LTV D,

3859 HBRTIX, AR ORNEL L, EHBGHED ABR O ifil 95%FHHX A o> EFRAY 8.5 [A],/
N EZ TR ZEEZRE LT, 185 BN 4] 1T, EWEEGZIT> TWARWNLAR A #HH O ABR
(240 B/ N« ) D 50%% FEID | 222G %217 > T D A A B3 O ABR (6.8 [F17 A « 4)
D %N LR DEMETH D, Z4H 0 ABR OfEIE, NEM: FVIIEMED 2% A0 O AR A B#E (6
AT DI Ze kf G & LT SCRIEBRSL) &I e U, EME G- O8R5 FIENER S, ABR OFEEIEAH
HEINTWD UIEHATRETH - 72 6 DD CHKk (Haemophilia. 2004; 10: 428-37, Thromb Haemost. 2000;

83:811-6 %) ZALITHEE L7,
k. AAGRHE%IZ, 1 3CHR (Thromb Haemost. 2000; 83: 811-6) 755 L72B{EIZFEY N5 Z &
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DVEIB L7, IELVMEIZESWT ABR 2RI L2 & 2 A, EMEEG 21T TR WILAR A & Tl
234 [N -4 BB AT TO A IS A BE TIL6.85[E AN - 4FTh o7z, T OEIEIZHE
S< &, ABR O] 95% SHEX M D EFRIX 8.562 & 72~ 7275, HRIICHE L7z 8510, A - i, 8.562
EVELWEEETH 722 Ene, ABR O] 95%(EHE X M > EIREZS 8.5 0],/ A « FEIIZ Y Th -7
EEZRD, ZORBETESRE EITHRWESO ABR 24.0 [0,/ A « A0 65% DAY L, 1A
HEND L IFRERND 5 L OFEREZETWS,

R A B E 2. RO ELHEEOFEIIEICHONT, HEFFIZUTO X2 IZHBE LTV,

3859 RO LM IV T, 12 5% 8L BiZds1T 5 ABR [l 95%F#H X [H]] 1% 3.70 [2.94, 4.66] [
SN CAETHY . FRNCHRE LM REZ 72 Uiz, £72. 3885 B LB I T 12 A
\ZH1F 5 ABR [ififill 95% E#EIX M1 % 2.13 [1.48,3.06] [a], /A + 4T v, 3859 skt & [FAEIZIKV MET
bole, B, ZTHH0 ABR OfflE, BEFOYRHIIERA FVII 8K CHtE ST 2 EE G RO
ABR (FHJefif : 1.6~3.6 1], A + 4= (Blood. 2014; 123: 317-25, Blood. 2015; 126: 1078-85)) & {472\ ik
BETHoT,

P IL, 3859 RBRDANEDFEAMEENEIZ DWW T, U IC S < B G- 21T bR WiE O ABR
(240N ) 225 65% DT D LA RHEL T HZ LICOWTIIML SN b O TIEARL, MK
7\ A RO EIE G OF M AT 5 72D OFHMEFERE L L T IRNICZ T ANLNS DL ET
IR T E 72, Ls LA S, SCHRCHE STV 2 BEFO FVINI A O AR RS (Haemophilia. 2004;
10: 428-37, Thromb Haemost. 2000; 83: 811-6 %5) . 3859 7Bk o H i 5-#£ > ABR o i (30.87 [1],/
A - )| 3859 SRERSINANZ BRI 5 51T > TR Do TR OFRER BRI O ABR OHLfE (19.5 [A]
SN ) BOBREREZD L, BRESZ ABR OFLUE 1851,/ A « 4] X, BEED FVII 8HIC
L DERDOFERLE REINITHENT b DO TR, YFEEEZHWTARIEOFENMEZFHME L7 2 &12—
EOBRIHD EEZD,

fEH SNTZERIRRBAE D D, NEEE D, REO TS OF IR CTE 2 LW L7,

7.R24 Z2HEMLBAARAEFICBITAHRED—BMHEIZONT
3859 #llR J2 1) 3885 5k T O 7= 2EM M O H R NEMIZEB T 282l RIxE 25D 80 T

D,
#25 HAAEME2EMCBY 2 E3EFHERE (FAS)

R HANER ek SR
3859 aBR (ETEHART)

FE%h) Xk T LiMiisnzHmoE4 15 91.9% (192/209 |=]) 186 88.4% (856/968 |1])
ABR OH SfiE [§E | EMBEAE (50 1U/Kg 4 A ) 13 2.10 [0.00, 21.81] 175 1.18 [0.00, 28.42]
FA] (| N - 4F) @ HH if P 5 2 45.31 [16.45,74.18] 12 30.87 [4.75,74.18]
3885 sl (ETEHART)

[ZE%h) U TEZh) LMl Sz iioEE 2 75.0% (3/4 |]) 68 78.6% (55/70 [1])

ABR O gl [#iPH] (BN - 4F) 2 3.94 [2.02,5.86] 68 1.95 [0.00, 45.66]

a) BlmEsn-HiEEcEoSxBHEN ABR 2537,

AT, M L AARANERTORERED —EMICONT, LTk oicEZ D,
3859 R K& (8 3885 FERICIB VT, HARNEFEIIIEFIZE SN TWD 0D, REME 3 AR AEM
TRBEO LM ERRBO B TEY . EHEERO ABRIZWIT N HEVVER S LTS,
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IRIPE « SARIME IR RN K D AREDAIWE~DEEIIRE S 2 eBEZ 6052 L (TR1IZM),
AREDOEFRIKHERRICI N T, 2EM & AARNEMOEDBREICE 2 5B AITRO TN &
(6.2 Z2/) bEE A, AANCBOTHAEROARMETLFFTE 5 &l LT,

7.R3 Rz oNT
7.R.3.1 AEDZEMIZONT

HEERAFEFRLIL, 3776 BRI W T LB 114, 3859 Bk (77— H > hAT7H : 201748 A 15
H) (23T 3L Bl 49 14, 3860 5k (F—% H~ hA 7 H :2017 458 A 15 H) (2B T 4 Il 5 4,
3885 R (F—&H > hATH 201747 A 18 H) 2B W T 15BN 17 5O HiLlz, ZiLHOEHE
BRAEFEFLD S B, 3859 WBRD 2 {4 (G VI Kl HERH ), 3860 3Bk 2 #F (i, ML),
3885 FABR D 2 f (BBUE. ML) TIEATK L ORIRERNGIE SR> Ty, Balmid, 3859 FBRDH
VI K3l 23 R [E1E, 3860 skl I3 ZIEIEDH © DEIE & S, EALSMIETE & ST,

ARIED/NRITTES 2 2 BMEIT DWW T, 12 R O/NR 2 x5 & LTz 3885 Gkl od FEEHIRIIZ B\ T,
BEFRZORBEEIGIL, 73.5% (5068 #) TH Y, 12 Ll L& %4 & U7z 3859 iR LI o445
HLORBES 78.0% (145/186 f5]) & [RRE TH- 7=,

3908 FBk (6 mATM DOIRIE D 7o WVEAE M A A B (FVIITEMEEDS 1%AK0) 23%15) TiE, 7—
7> hAT7H (201748 A 15 A) £ TIZ, 2Bk L TARIENELE S, EERAEFIFLRN 9
14 1 (5 VI IR 740 5, gk 34E, 1RIR ) VL AR H— ~T 7 o VAMES, SEEEE, &8
&, W5, FREREAAMES L) R b, 2B, F VI RTIHO LIFIZ W TR, T—2 0y
AT AUBRICHEERE TR LMl S, FilcEERAFFLR L LA s Shie (2019 4
5H 8 ARFR) o 0K/ Y LARUE—D 1L, A e ¥ =@t Tho7on, FUEmHRD B
E3Ini,

P, 1RH SRR O B 12 R O/NNRIZRB T 12 U EL D b2 <o bk
AEFERT LROERY:, WK, A SMEICEE S 5 ERETH Y | 12 Ll LE 12 FORT O R TASE
BT T 7 A T B ENT R 12 BRI O/NE b E D KEITEETREL B2 D,

7R32 AVEEER—RERRYav 7 «TFT745F—I22NT
KA I, BEMEO EVITI A NZBWTHE SN TR Y . AEKOBKBR CHLBOONT-AEEFRTHD
AV EEHA—DRAERR a v T « TFT7 4 TF7F%—|ZONTLL OB EZ{T-o 7,

7R321 A e vEZ—FAEIZONT

HEEE L. BRRBRICBWTRD ONIZA v E EZ—DFAEIZHONWTUTO L 5 IZHA L T\,

FVII RIANC X DR O 8 5 A %5 & L7z 3859 sBR oo EEAIRIC BT, AOEHHE G %5
FTWZ 18D LHNCA e X —DRAE LTS, HAERE ORI TOLBY TH D,

TRBR IR 2 B Lo i 1B OMEYED 2 R HIM) DA T, IR OFHEIX T % Tholz,
93 MEFE H DM TA e B¥ —[tE (L3BU/ML) &720, 14 HEZOFREICB N THA v B EHX —
Jifiix 1.9 BUIML Toh o7 Z &b, IRRFEMEIEETHE L2 v e B4 —RAEDOKEEICER LT,
H L O BEINEE . BEARIER OBEALRTRD SN2 o772, YBRE xR M+ 2L L &h
TN, 25 W A%ICA e B2 —Jifi’ 135BUMML £ T EF LiZ72®, IBBRFIEE o7, 1RBRFIE
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% iR O 1R MBS R FVIa AR G- Shu, IR ISR 5 D AKICA e B ¥ —
THR U IRBRANCTAE FH LTz PV REANC L D180 HB S vz, RHE 0T —% 71> b4 7 H (2017
H£8HI15H) £T, A EX—OFHBITRO LI TN,

F7o, FEhER O FVII N X D 1EREO 720 255 & LUz 3908 sABRIC ISV T, 32 il 4 il
AU B —RAENRED LT, 4IRE ORI T 1.0 BUML OA b B —03580 bl 16X
#2 1 A#I2 6.1 BUIML £ CEH L7223, 1RBRITHkEE S 4. 4/tt5~%$&ﬁl4ﬁﬂfﬁ%ﬁ%
RE, BIFIZEE & Sz, 14BERKORSAT4IBUML 01 e ex—nRo o 14601, [l
- >, R OEl & 0 BB Ik & 2Tz, RV D2 fHlDA v
b X — OO REEIZ, 1.0 X ON3.5BUML T, W biRBR &k L T\ 5,

FVII BEHNC X DVERBED 720 AR A B T, 30%FRREICA b X —0RHAT D Z LG S
T3 (Blood. 2014; 124: 3389-97), /it o> 3908 FhBA (2 B ék S 7= FVII AN X B 1BHED 220
MAHR A BFIZRFILELNTHDZ EnD, BRATIE, KDL b B —DFRAMEIZONT
RO DI LI TERVWEE XD,

A b B H AT ONTIR, BEFED PV & FERICIRA IR W TEELE 217 9,

7R322 vavd «TF74TFF—TONT

HEEEIL, a7 « 7TF 74 7F =IOV TUTFOLIIZHHA LTS,

ARIEDERARRBRIZ I N T, AR E ORFEBERNEE SR Do T2 3BEORMBUERISICET 2 HEF
G203, 3859 pABRCIX 4 1 7 ¢F GRLBE 1613 . 92 21 3 ¢F, = 5 1451 1 ¢F) . 3885 kB Tl 3 f
61 (395 1 315, EBUE 1612 ., %k 16014 Rdohi, BEUED LT EERFEFS L
SN, IR T 2 BB IITER DB Lz, £/, vav s - TFH 740 7% —Nabh b EE
7R E LGN 3859 ABRICI N T L (TRERIEML) §R6 Loy, A3 L ORRBRITAE I,

avl e TFT 4 T7F =00 TEL, AETHEEFD FVII A & FRRIZREBLY A7 BB ETE
RN, BEAED FVINRE] & AR IR OB R\ CHEERE 217 5.

WL, Ao e B —DRERDOVa vy « TFT7 4 FF =200 T, IR TEZITB O CEREBR
BT 52 Ll e B2 5, AN B LI L THEIZDZ2Wb OO, AR A BEIZBW T, BifF
O FVII BEEREFCT T 7 4 7 X% —T7 LA X —Kn a2 a0+ 2 al6ErEnH % = & (Blood Coagul
Fibrinolysis. 2009; 20: 225-9) . F7=. A >t B X —IZ X 2 HRERANAIEOH I B E 5 2 25 AlHeltk
DD END, A e X —FAEICHETAERIIMO TEETHHEEZDH, LN~ T, HiFEN
Fehta O ERARRER, K OHEIREZ B WD TE LN E RIS OV T, U2 DR BRI G )
YR ITOMERH D LB XD,

7R4 ZhRE - HRITONT

BRI, FVINIEMEDS 1% AR O MLACR A BE x5 & L, il OFilir G-, W ONE b
(ZBI9 D BRI A & . ARIEOA IR IIRE S, ARIEO RN E T IXBEFO FVIIL A L [F
FREHIMT L7z, L7ehi> T, KIEOLRE - iR 4. BefFo PV B &[RRI THigEERE 5 VI K- R
ZRFITBT D HIMER OBH] &35 2 & IE5 AFUATHE & HIT L7,
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7R5 M- HEIZOWT
7R51 HMFREICBET 5 HE - AEDREIZOWVT

R 51 B9 2 L - B OBREIZ OV T, HFEEIELUFOL I ICHH LTV 5,

I B D B -1 d . 3859 5Bk M 1Y 3885 R Tld, WFH A KT A  OHESEIZHE - T, Hif o> BAE
K OEBALIZ IS U TARSE 20~751U/Kg B 5925 Z & EHES Tz, ko 1 a5 &0 b e (4
PH] 1%, 3859 aklk o> FELHAR] Tl E M G-HE M QN L Re & G- C 2 €41 51.9 [20, 77] K Tr 28.7 [20,
651 1U/kg. 3885 sk T E MM i 62.3 [29,99] IU/kg T - 7=, 3859 sklh o i % 51 & 1° 3885 7k
BRCid, HfREO 1[I G o> 9B Y 3859 akiEk oD I e 5 & it L TR Ch o7z, T OJRK &
L C, EMEE MM TN gERE O Tk, Ml EEIIFICREIRE Ch o722, HMFHIH 72
HEEREHT 2O TIEAR L EMEGIZHT 5 HE (3859 3k : 50 IU/Kg, 3885 itk : 60 IU/Kg) %
MEFIC B L2 E0nE 2 bhniz,

RFAMREOL 5B, 3860 iR Tld, WFH HA K Z A » OHELEICHE - T, M2 AT FVI TG L
SULBHERF SND KO ICEE T2 L EHEL QW e, BG5EO Pl [#H] 1%, a1 Tk 51.2 [27.2,
86.2] IU/kg., Fffitk 1~6 H Ti% 31.7 [15.5,59.6] IU/kg/H, FHitk 7~14 H Ti% 19.3 [6.5,41.4] IU/kg/
HThoT,

UL EORERRERIZR T B 85 RN 2, iR T i o FEEE, BEREE K OIS U TR G R %
IETDHVENDH D Z L, BEROBMG T2 FVII AR 2 ik - AREOR#HLEE L T, H
M EF G B9 2 i - EE DlE ., 1EARE 1kg 4720 10~30 [EFRHAL 2 %59 528, BE OREE
IS U CHEENT 5 ERE L, Y - AEICBEET 2 EoEEIZBW T, il & R
BhHER OB SRREO B REFRIELT 2L & Lz,

PRI, HEEE ORI ANTREL B XD,

7.R52 FEHREICETHHE - AEOREICOWT

EEEGICET A HE - HEOREIZHOWVWT, HEFIIUTO LI ICHH L TW5,

12 Ll B & x5 & UT- 3859 SBR D I 58 Clx, 50 IUKg % 4 HEBIZHREG 352 & &S, B8
EALERT O & v 2 [HE (RERRIE3~4 B) ICEETHZENARETH -T2, TORE, A
Zhik D EEEMIAE H T 5 EEMIR O ABR ([ZOWT, HRIICHE LiHioLHEE #ER L7- (T.R23
M), F7z, 3859 REROIER MM S— b LIcBW T, EEMRORE%O 6 4 Ao HimEE 2 [
LIFC, BEHREOLE 2 HL T DE 2681, 75 IUkg © 7 BEES /B SN, 7 AE#S
IiF > ABR [Hi{H| 95%fE#HIX [H] 1% 3.57 [2.13,6.00] [/ A - £ TH VY, HMMBHEDENEHETIE, 7H
BHREICEE LEGETOAMERHFTEL L EX D,

12 AR & k5 & L7= 3885 sABRICI N Tlid, 601U/Kg %23 2 a5 (RE5-RHMRIX3~4 H) +52¢&
&, IRBRELEMOEWIZ LY, BE5MEO 3 BE~OEE, HE0D 50~75 1U/kg O#iFH T OFHE]
IMATRE T o7, T ORER. 3859 3R & [FARIC ABRITIRWETH -7z, (T.R.2.3ZMH),

%%i EMEGORE - HEIZOWT, 12500 ETlE, @% ., 501U/Kkg # 4 HE#&G L, BEOR
(25 UC 50 1U/kg O 2 B8 E- 31X 75 IUKg O 1 BG4 1T9 Z L b AlRELRET D 2 &, 12 %

*ﬁf . JE% . 601U/kg & 2 [ 5L, %%wﬁ@_mbfma(wvmwwpﬁoﬁﬁﬁh(

2 XT3 HiE) Z#EEAMRELRET D Z LITZANFREE B R D, ok, BARBRIZH VT, 1 1 EH
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OFREGITHMBEMEVEE 25 RITBIRS N TWD 2 b, EHREGOME - HEZEET 256
(i3, EDEO MRS, BEOREEZZET 2 5L HRIBLTOLENH D LERD,

7.R53 TEFEEIZOWVT

KIDPE G HOWT, 3776 BR TILH K 4 mL/%y, = DM OFERTIE 2 4P BT TGRS
THEHESN TN,

BefgI3, ERCOBUE THEM LR OR R, FICLeEORMEII RSN Enb, 1~
2mL/y CREARICIER 2 ) LRe#iT 2 2 LT Advarae & fllr L7z,

7R54 TEEHCOEEIZOWT

A AR % & Te[E BE S [A) 55 AR RABR & U C 3 S 4u7- 3859 7lBR, 3860 #R & (Y 3885 BRIC B W TiX, 1A
BRESEFHEEICB W CTEEACEGN TE 2 ENRE SN, EEACKGNER Sz, HEERICHE
THAFEFGL6 66 14 (3859 3Bk : BT RHELEAA, &R G K OMRFEAE &R 5, 3885 3Bk : BN
MR FEAREL G R MR EGRFR) RO ONEN, ZROOFERITXTRETH Y | =T IH
B EEni,

B IX. BEAFO FVIHI fAI L RRRICEER R G 21T 9 Z £ I2o0W T, FRBOREIZ W E O &
L7,

PLED, 7TR51~7T.R54IZHBIT HMFTORE, HiEIL, AEROHE - HEZUTO X ICRETH Z
R EEZ B,

[ - f&]

AT % AT O B PRI A8 CIAR L. 1~2 mL/4y CRERICEARPNICTESR 4 5,

W, LEHAE 1kg 44720 10~30 EFRHEAM 2 %59 528, BEOREIZIS U CEEHEET 2,
EMRCERET 256, 12 EoBE T, @F, 1EMRE 1 kg 4720 50 EERHEALZ 4 HfEICRS
T5, ok, BEOREIZS U T, 1EHAE 1 kg %4720 50 EFEEHEAL A 2 B, XX 1 [{AE 1 kg %47-
V75 EBEHEMAE L REREG T2 b TE D,

12 AT /NI, wE 1@%@1@%%060.@%&%L2@&5?6 k. BFEOREIC
JET T, 1EMAE 1 kg 72 50~75 [EFRHEAL A 3 AmXITHE 2 #7526 TE D,

7.R.6 BERFEHROBRFIERICOWVWT
HEEE T, AROEGERGEHREICHOWT, UTFTOXSICHBALTWS
ARIEOMEMERTICBIT LML ML IEET 2 Z L2 A E LT, FVIIN RZEE (BEES]
@-wm Bl - 2 M) xR e LA E O Z 5l L5, BERERIEIL, A0
B 2 BOEIRGES O RIAAZ DD, 3 FRIOBEMF CIENATEELE B2 bR DB E L TREL
koé%ﬁﬁfi\4/&&&—%$&Uvay7-7%747%v~%aﬂﬁ%$%®%ﬁ%ﬁ#%
BT 2 TETH D,

BRIL, LT X 2I2B R 5,

29
A ARa 7 NER_ A AT 4 R7 Ty —< RSt

off

iy
=
DOy



AT D BRI TR S LT A NERE D TN TE Y | AR ERBHICEY 5 AEO#
BRI 20D MR IS 5 MERTE RIS 2 ET 5 - L X BETH D, M
HOWETH BN E BRI OV T, SN BRRBRANC 31T 5 2 BPER & DL &
R SN L 72 B IR O BB SO TR 5 2 L B EETH S,

8. R XD ARHFEEICIM TN E BRI 2B A MR AR R K O Ol
8.1 EAMEEEREMNRICH DD W
BUE, HAEMT THY | T OMBRLEOEEOHIENITFARE (2) TRET D,

8.2 GCP EHiFAAEHR RITK 2 5 0 Hkr
BIfE, AEFEMBTTHY . ZOREN OHEOHBIIRE RS 2) THET 5,

9. FEHE (1) 1ERRCRIT DHEFHE

fEH SRR B L AL B OIMHEEERE 25 VI RF- R Z B 2310 2 MR Ol 5 5 A2
RSN, BOOLNTERET 4y FEBER D L ZEMTFFRARELBEA D, Flo. ARMBIE, MikEE
55 VIR K2 BB 2360 D TR o324 216 HERE D 1 > & LT, RNER S S &
EZx 5D,

Hrg I, AotE, Zatk CHERTEMREF IOV T, HMEHHE TS bICHRETZ1To72 BT, Fi
RIEA 2V E BT E 2581013, AdmBZ&R L TELIARWVWESZ R D,

ULk
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EBEHE (2

THRITCAH 8 H 5 H

Bk 76 4] A AXe 27 MEEFAEM 500, [FEEM 1000, FIEHFEH 1500, [F#EERH 2000, [FEHEH
3000

[— &% 4] vynarzbr=ay T7A7vy Xd) GBsHl#z)

[ & &l /& T4 Rx7 77—~&tt

[FEEEA B] PRk 304510 H 25 A

1. BEENE

BN OF OB OB 2FEOMIEIZ. UToLBY THD, B, KEMBHEOHEME
i, ANMBIZOWTOEMZEENS O LUHEICHK S X | TERGERE R A I 2 5%
EOFEMICEET 5] CERL 20412 H 25 AfHT 2058 5) OMEICLY., B4 LT,

HEMEBHE I, BERS (1) IR L-dms ([7T.R3LEEMIZHONWT], [7T.RAFIRE « ZhH IO\ T
KON T7.R5 AL » FHEIZOWTY) ICET 2O pINNIHMAEE b Sz,
MEREIL, TRz oW TBITHS L, NERSISEITo T,

1.1 BTN T

FEME (1) O [TR2AVMEICHONT] OIEIR LTz, AEOAIMEITHFRTE 5 & OEREDHkT
X, BMEE LY s,

¥, HMZEE XLV, 3859 R THE AL 7o (R EIFIG S ABR OFERICHIBEIZ RN EEZ 508, 2
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W 5 JERE HAGE
ABR Annualized bleeding rate AR HH i [E] K
APC Activated protein C EHib7er A4 C
aPTT Activated partial thromboplastin time IEHEALERSY b a iR T AF
AUC 0-in) Area under the plasma concentration- | FER 0 7> 5 MERE A & C oD i HfE i By — B
time curve from 0 to infinity R R T T RS
AUS <7 U & — | Arthrobacter ureafeciens sialidase —
v
BEV Bovine entero virus TRy A VA
BU Bethesda units AR R K HNL
CAL Cells at the limit of in vitro cell age in vitro ffRE O _EIRIC £ CHEE L=l
CHO #illfi Chinese hamster ovary cells F oy 4 = — AL ALK —PIEH A
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CL Clearance JIVT T A
Crnax Maximum plasma concentration T e ML R
Cs3omin Plasma concentration 30 min post dosing | #¢5- 30 43 %% O Ifi g e B
Coomin Plasma concentration 60 min post dosing | #¢5- 60 431 O Ifi it &
EDso 50 % effective dose 50%F i
ELISA Enzyme-linked immunosorbent assay B S5kt B o W A5 T e v
eMuLV Ectropic Murine Leukaemia Virus RIFEFR AP~ T A BIILE & A LA
FAS Full Analysis Set I K DT R4 H]
FIXa Activated coagulation factor 1X T PR ofn 3 VB ] 2 IX IR+~
FVila Activated coagulation factor VI T PR 1fn 3 VB 5] 25 VITIR] -
FVII Coagulation factor VIII 1 R e ] 25 VIR -+
FVllla Activated coagulation factor VI T PR o 9 e ] 5 VIR 1
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Coagulation factor X
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FXa Activated coagulation factor X T PR 1 97 6 ] 55 X A1
FXla Activated coagulation factor XI T PR o 3k e [ 26 XA IR+~
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HCP Host cell protein CENGP T AV
[ | I
IBRV Infectious bovine rhinotracheitis virus TN R RE R T A VA
ICH International council for harmonisation of | [ 3 5 8 IR [E R 3

technical requirements for

pharmaceuticals for human use
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LDLR Low density lipoprotein receptor IREBEEE V) IR 2 LR 7 B K
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LRP Low density lipoprotein receptor-related | {2 E U R & o /% 7 B 52 45 AR BEEL & o /%
protein VA

MCB Master cell bank Y AE =R NN T

MedDRA/J Medical Dictionary for Regulatory | ICH [EFRE 3 FHFE4E 0 AGERR
Activities Japanese version

MVM Minute Virus of Mice ~ 7 AN A VA
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PEG Polyethylene glycol R)xzFL o7 a—nu

R3 IGF-1 Insulin-like growth factor, with an

Arginine substitution in position 3

Surface plasmon resonance
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thromboelastography

AR S E

Tissue factor

AR A -

Thrombin generation assay
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12 Elimination half-life VY 2 A 080
VLDLR Very-low-density lipoprotein receptor AR L Y AR & N7 B RAR
VWF von Willebrand factor von Willebrand X7+
Vs Volume of distribution at steady state TEEIRBE TOOMEBRE
V; Volume of distribution during terminal | & KAH D3 AH S
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WBCT \SVhoIe blood clotting time I 5 [ IRF [
WCB Working cell bank 7 X TN
WFH World Federation of Hemophilia TSR A gps e B
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