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Nonacog gamma is a recombinant human blood coagulation factor IX produced
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AP ESNTN S,

TR RERAKCESG T 5 2 8BRS TWD,

5) MEOEERE

250 1U, 50010, 1000 IU, 2000 [U K TR 3000 U AL, FERiBERECRAN G 2 E—THED
A A B E W ERENORA TH D, ARFETIL, FEER - L THE S s 250 TU B
TR 3000 U BA A, ZEEOESOEMRE T A7 77 w7 4 o ZEEER LT, e
Lz, MAOREERERIL, 24080 THS,
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R 24 BHOREERRER (REERIL, @THFRAAATA)

RS e M 5 7
o . 250, 500, 3000IU #FHE 3 2w b .
RARERER SE3C 1000, 2000 TU BUHF)E 2 =7« b 24 224
. 25+£2°C, 60+=5%RH 250, 500, 3000IU #FHE 3 2w b
HRIHER 30£2°C. 65E5%RH 1000, 2000 1U B4&)% 2 7 o b MA
250, 3000 1U B4#&)% 3 = |
IR R A0£2°C. 75+5%RH 500, 1000 1U B4#&)% 2 =« | iey=!
2000 TU 4] 1 = > b
TEEEEE (A 50+2°C 500, 10001U 84%)& 1 = = b 398
s i 500, 3000 U BH|# 3 0w b i
ERRZELERR | ZE 250. 1000, 2000 TU BUFJ 2w+ h | TR 24 BER
KRBERE - LT 120 5 Ixehr B
FEEMFER RGBS F X — | 250, 3000 U BLF|E | o b 7 K
533W - hr/m?

FHIM RS L O EER T, Eaif L@ U T2 ToRBEA S RECES L,
IME R R OB G, K BEOWINE R R QT EE £ & RO IMER 23380 5,
HEOHBENTH - -,
Yoz EtERER CiL, EAMEE & LTHMME T FIXa (C oW TRBRAEm S, EETHL I E
DR EN TS
R ?‘éOD%ﬁETﬁt%ﬁ&i EHRFRR (24 228) %, BEEE CHEERZICFER S, ST
TR TRE (F) L7EE, UEMLETHDL Z EBHERSL TV,
£, IRERE I OWT, REIRERE 2~8C, 25CRT 30T T60 A2 H, 45CTe6nH)
WEEN, BETHHZERINLTWS

PlbE Xy SAORDYBL, 2~8CTRIFETH L&, 2400 ERESNL,

(3) R

EPEM I E R O B EME 3, FEE T v b S8 & R Cass T A [ 1UmL 3
mMantob, wriki, U T TERES L TY S, TR TR OEEREICIZRERD
ABRITIE R E Sh, FHRNCRERE & L CoEEES#EER ST D

<FHE OB >

Pt BT E TR SN GRS, RS - AR O WIS RIE T
X5 RERRME LOMBITR N LB LD, FEOWE THEO R OB LS LGB
wansER R rein R OMERERR) CBL oy ot ORE
CENGR $ﬁ . ST - EWMBRCH S, W, YT Y a R L, FEARTEE
Wi (2) ICRIHT B,

3. FEERSRICBET 5%
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(i) SEIPBREROBLIHE
<@ & icRRH OB >

FEODHEEM T HFEB®E LT, MgEEE XEF (LT, FIX) ) /vy 27 7o b (BLF,
ko) ) v v A& WL MIBEERE K UMM TER D invive BB ORGE SR S s, e
Bl LT =0 A ARV B ORGESMRE Sivis, D0 % BT 2R L UR SrEEEE
BRiZBWT, FAEOILR SR & SN BT, BEFHE L FIXEA (SR 7 0 7 2A%HER (7
7oA F=EE) AT, R T 2 20 ) AdREH R FIX 84| (Mononine® (CSL Behring
#)  (LLF. TMononine] ) ) M URCER A M EEE K T HURT EREEE S ERA (7 7 2
A Ry z2z—tlst) WUTF, 77103 ) ) Thot,

(1) HERMTHRBR
AEED A A BT AEB L LT, FIX ko w7 2% W= LLT O 3 BB @ S B S 7,
REFIZ N ORBEENCAED MR BRI Z AL TWA,

1) MR O KRR RIS TS (4.2.1.1-2)

FIXko ¥ W AL, REXZTART 47 A% 103 L <42 75 kg UFHREOFFE (BEMExE) 4
BRI S L7e (MERES SIC8F) . BESH#ICEMNLL, bo R xZ A 7 A0 L HMiR
EEE RFR OARAT & EME L7, ERERFR O gL, REROVSAR T 0 7 A 75 Wikg BETENF
U545 BONS562 43T, BrEXTEE (987 47) bl L CEFBEFRFB ORI RO bz, o,
A 10 TU/ke BEOBEFEIRFR O REIZ 792 55 Th -7, HeEHE T, L EORENS, FEIC LS
SRS R OAERE D B IRTRR R BB H Y | SR T 4 7 REFABRETHE S LA L TV,

2) FIX ko = RARMHMEF A X A8 (4.2.1.1-3)

FIXko = AlZ, A% (3 n v k) 75IUkg, ~<4 7 1 ¥ A 751U/kg, Mononine 75 [U/kg S 4ZA
O (i) ZgikAi S Ui HES s IL7 8 o &5 5 S IRV X 5 ki
BAHELZEZA, RmBoOPREL, A 75 Uk # 32 v b)) T42, 145 KT 229mg,
AT o 7 ARET 40mg, Mononine #E T 50mg TH U, W IR OHEFZ DT [EtE FEEE (1036mg)
& Hle LTk B SR Lz,

FEEF L LA s, REOIEM RT3 ¢+ 7 AR Mononine & RRBE CTHD LA LT
WA, f£/, FiXko + W AR LCAZES 10, 25 i 100 UKk #5 L (MEHES s I8 | 2
WO X A kmBEAHIE L L ZA, RmBEOPRE L, ZRER 927, 204 BT 32mg Tho
Ll enn, BEEOEMIENRLESHEAD Lz L@ LT,

3) FIX ko =7 R FeCl; BEREHBNRAEEF Mz L 28046 (4.2.1.14)

FIXko ¥ @ A2, A (3 2 F 751Ukg) , SR 4 27 A 75 U/kg #5 L < iX Mononine 75 [U/kg
(MEREAR 5 I BF) SUSAFEOFE (&fExiE, MRS 11 D) #8RmEE Ls, &5 1549
HICHHENR A B U 15%FeCl; 23355 S 7= 4 3 oMEE L ThEREESZHEL, 20
% 30 B OFHMmMER S = ¥ — LT, MRMRIC L 2HENRMAEE Torsf) (LLF,  THIZER
R ) A8lE L7z, PR oOPREL, A 75 10kg 8 3 2w k) (133, 48 K444, <
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FF 4 ARET 4647, Mononine B 5.1 5 TH D, EBHESEEE 3048 TS THERR O
EESBEE SN,

BRI B AFEoIEmMBEIL, 957 ¢ 7 A KT Mononine & FEETHAH LA LT
VYA

(2) BIREIFEIERABR

BIRAIERAR L LC, UTORBORESRHENE, £, BEHT. 7y PRI =7
A YA N IREREREE (T Gi) BHERBEEOHE RO Sh-EHoiEE> (1) BEE
EHEMFEBREC ) KERSEERABOEZE) 280 C, BIKAERIERIZERD oo
ERRA LT A,

1) MARREREOTME (42.1.2-1 BT 4.2.1.2-2)

THFER L, A vy b) 750IUkg (MERES 3 IC B UL 7 7 /2 20 Ukg (BHHETTRE,
HERES 1 PC) ZERIRIN GR—7 2) |5 L7, ML Wessler @ % o IEMEET T/ (J
Appl Physiol 14:943-946,1959) & MW TFEM L= & Z A, 77 4 A Tl e e S i o
(R L, AR T IMRTE R SRR S h e o T

(3) Zof:KEHR

eI b L0, GLP ML CE S 2Ll TORBORESRE SN2, BETE, F
W R ST AFMMIC W, v AR =7 A P CoHERSEFERBRIT T v bR
W= A FA-ORERSEERS (7 Gi) SRR OIS <SR Sh -8 oEs > 1)
HEEEEERBRE O (2) KERSEEABOESE) B0 T, PREER ST AEEOE
EBIRD LN EFBA LTINS,

1) DR R R FRA~OEE (4.2.1.3-1)

= APz L, A 75 B UL id 450 UKg (B 4 PS8 ISAEEOERE (i)
(B 8 IL7#F) ZERIRINIES Ui, WihoREHCBWTES, ARECEET 2 LME $ K O
WA~ OREIBE SN Dot Ein, HERE L, OB E T 5 i 2 L OFF -~
WEZOWT, MDD =7 A FAERWERKEREEEHRBOGR, EEIEO Ao
Zlhn, mEEEMIC BT AR SN, eI A RE LML B D LF
RLTW5D,

<BFEOHME>

B, PIRMERRIC AT AR EEER AT L2 o7 2 LI X DR EEFE 0O RE
OV THEEE T AL KD, HEEEITLLT O X 5 3 L,

FIX OEREFIIRRETTHL Z 8006, PIRMERICHET 2 E L WERIERHEZFT5
ERFBAC, E, RUARCI = A e Anm BRI SEERR, T = 0
M AT R R ORI R~ OB OFHE 2 B L L7 Z SRR I BT, iTEEE
BUO—RREOEIRED ootz o, 7y FRUH =7 A el RER G EE
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RER TR HITENBIE, R R OYR BRI AT B W T, AR MR R~ O & o
HEIIRED LR b o i,

ML, FEO PR R T A T EHER IC W TE, BRENERBOKED SFEMET
BEL#E A, HELTOEELZ TA LT,

i, BT AN MAE2EMTIEBOBELL, AEIFIX & LTOEEEZFE L, ik
B AIMDEFMEFECEZ A LOLEZ S, £, BT ENEEEMERABOMENG, KK
DEEMEIZ DWW TRIIBEFEEII RN LD EE LD,

(i) FEPrEY BB OB

<#H SRR OB >

FERECHETAER S LT, FiXko v VA, 7w RO =7 A 5 o i B EHE 2 iR
a7, mAERETR O FIXEEE, FiXko v 7 A TIIREAHEREIZ LY, b= A F T
YE(bE b o AR T AT RO B D B —BEIC L 0 lE Sz, FIX MO FE & T IRE
. WThoEIc BT 004TUML Thofz, Fi7, mAFRIET O FIX BEL ELISA #I0 X
DHIE S, ERTFREZ~ Y ARVT v FT0.04 ugml, H=2A4F 1T 0dugml Thoi,

(1) B

AFEOWIITE L T, FIXko w7 A, 7w RO =7 A4 % iz LU T oRERGES D
i, HEFIZINLOORBHEREL, FEO PK Yo7 v A idip 7 47 A L8 L Tn
HLEBELTINS,

1) FIX ko 7V AHEHFERR (42221 Br4.22.2-2)

FIXko ¥ 7 AIZAEE 75, 200 % L i3 750 W/kg, <37 4 7 A 75IU/kg Xid Mononine 75 IU/kg
AFRNIZ S L, BEOR SR, RE5H% 5 RT15 4, T 1, 3, 6, 10 KT 16 Kz o
WO, AR FIX R R ONREEASRNE S hvie (RIERES 2 & MRS 5 1878 |, FIX RO
FIXRBECESCPK A7 A= X, FRENE3 I KUPE32DEEY Thol,
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2 3-1: FIX ko =9 RITRITS FIX BT EI PK 5 A —F (RHEEME [95%MEEXM] )

= HERE
= HEHE AUCo e CL
g A& AUCotag (hr - MRT Tz (mL/hr Vs IVR
* (IU/kg) (hr - IU/mL U/ (hr) @ (hr) Kkg) ¢ (mL/kg) ® (%)
/U/kg) MUrke) *
0.0067 55 9.0
& [0.0062, 0.0072] 0.0076 73 [4.0,5.9] 131.0 9572 [7.9,10.2]
e 0.0108 59 17.7
A 200 [0.0103, 0.0113] 0.0125 7.0 [5.2, 6.4] 80.1 3590 [14.8, 21.4]
0.0231 37 30.1
730 [0.0219, 0.0246] 0.0241 4.3 [3.1,3.8] 415 188.6 [25.0,33.7]
. 0.0056 92 8.7
SRRT 4T A 75 [0.0052. 0.0061] 0.0080 12.3 (7.8.10.1] 125.6 1542 .4 82, 9.7]
. 0.0098 53 11.6
Mononine 75 [0.0093. 0.0102] 0.0112 73 (49, 58] 80.4 649.2 [78.13.7]

feiEsr, HERES T LA EE 0L,

a: BHBOFVA CERE R AUC.0 5% EEEMEEHT A0 OFERS 2o, SEEEO LR
4, Fi. MRT, CL BOF Ve id, BEHIZ AUC-% B\ 47, RS A#EED T,

HEHTE AUCon: AETHTE L2 M 0 0B EGEIEES £ ComfEd FXEE - B4 T EE. AEfTE AUC
- AR THIE LR 0 2 LERREE E ComEF FIX EH— S8 TEE. MRT | THEEEL. tie R
H, CL: 7 U752, Vs EFEEBICEIT25MERE. IVR - £FEREIRE

F32:FIXko vV AICEITS FIXBETESS PK A7 2 —F (EHBE [95%BERE] )

= HE#IE
me R AUCh CL
%}Zwﬁ% J==N AUCO—tlast (hl' . MRT tlfz (mL/hr Vss IVR
(TU/kg) (hr + pg/mL pg/mL (hr) @ (hr) ke) @ (mL/kg) 2 (%)
/ng’kg) fugike)
73 [0.01%?,1&?)181] 0.0273 13.3 [10.11}'?2.7] 3.7 3397 [15.2?'199.3]
L 0.0183 81 20,9
AR 200 [0.0178, 0.0188] | 9027 1041 176 g6] 42.2 43838 [18.6, 23.0]
0.0221 19 322
750 [0.0210, 00235 | 90244 6.0 [46,52] 410 2480 [30.4, 34.6]
. 0.0254 06 161
AT AT A 73 [0.0241, 0.0274] | 90370 135 | 6o 1007 | 270 3636 [145,17.8]
) 0.0201 76 2.7
Monamine 75 00193 00210] | 00259 103 | ;% 386 396.9 (165 23.9]

feddir, AlEES T L AR 0T,
a: BHBOFYA CEEER AUC - SWEBEEMEEHTATOOHERS 20 o), SEEEO LT
T, Fi. MRT. CL BT Veid, BHIZ AUCo 2B\, RS EEoRTT,

2) EX7 v FEERSRER (4.2.2.23)

Ef 7 v b (S 5 PR 78R 104K 500, 1000 #F L <X 1500ugkg, “XFR 7 4 7 A 500ug/kg
i3 Mononine 500ugkg A § RN E Uiz, B#EBFEORERH, 5% 5, 30 KT 04, W
4, 7 FOV10 BEEIZ-on T, A FIX RERSAIE Shi, WihoEEES 2 oL 5w
M BIL, PK AT A—FFFEI3DEEN ThoT,
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#33:E¥T v MBS FIX REICESS PK AT A —F (BHTESE [95%MEEE] )

maE HE Jﬂi*ﬁﬁr‘@cﬁ”ﬂm MRT tia tiop &,
weke) | ol merke) (ha) (b) (hr) (mL/hr/ke)
o 0.023 78 %1 34 32.0
[0.021, 0.026] [7.0,8.7] [1.4,3.3] [3.1,3.7] [29.1,35.1]
" 0.026 6.8 1.0 31 302
EN 1000 [0.023, 0.020] [6.1,7.5] [1.2,2.9] | [28,34] [37:5,332]
566 0.027 6.6 22 30 287
[0.024, 0.031] [6.0,7.4] [1.4,3.3] [2.8,33] [25.4,32.4]
3 0.032 71 23 3] 241
ERF R 7R 300 [0.029, 0.035] [6.4.7.9] [15.35] | [28.34] [21.8.26.6]
oriont - 0.031 10.2 1.2 41 211
Cnomne [0.028, 0.034] [8.9,11.6] [08,18] [3.6,4.7] [19.3,23.1]

R IRIL. BE 10 I,

tip 1 AR IR tuzp 1 THARAR SRR

3) A=r A4 FLEERERR (4222-4)

B A (MRS 2 T8 (A% 150, 300 3F L <% 450 IUkg, XIE~<R7 47 A 150
IUkg % §RARAITR 5 L 7=, B#EBREO®R SR, &5% 5, 30 RT90 4, WRZ 3, 6, 9, 12, 18,
24 R OR 36 BFRIC W T, mAEF FIX ISR O FIX BESHIE S -, FIX EER O FIX BE
LIS PKAZA—FE, ThENEIARTEISDEBY Thol,

# 34 H=I A FATET D FIX S &S PK AT A—F (EHHEHRBREE)

. AE=ET oL
shiz = AUCqt1ast MRT tie ; Vs IVR
HRR (IU/kg) (b - (hr) (ho) tmlfmin/kg (Likg) (%)
U/mL/TUkg)
150 0.0805+£0.00582 15.64+1.44 10.54+0.695 0.182+0.0216 0.168+£0.00528 39.843.68
i 300 0.0787+0.00910 | 14.0+£2.56 10.04+1.57 0.192+0.0286 0.160+0.0214 42 8+£8.30
450 0.0890+0.00325 14.142.11 9.9+0.934 0.168+0.0107 0.142+£0.0126 58.0+14.9
AT T A 150 0.0813+0.0139 15.943.60 11.64+3.10 0.185+0.0437 0.171+£0.0226 38.343.70
RiEHIT, BEH4T,
35 H=I A FAKEND FX REKCES PKAT A—F (FHEARRERS)
AEFTE
R A& AUCo 1ast MRT tiz CL Ve IVR
(IU/kg) (hr - (hr) (hr) (mL/min‘kg) (L/kg) (%)
wg/mL/ugkg)
150 0.133+0.0294 17.943.07 | 12.14£2.09 | 0.109+£0.00286 | 0.113+0.0163 68.8+5.14
A 300 0.117+0.0119 1594423 | 10.942 87 0.125+0.0166 0.116+0.0206 58.8£9.24
450 0.125+0.00848 | 17.0£3.90 | 11.0+1.69 0.113£0.0128 0.114+0.0161 57.8+5.67
AT T A 150 0.120+0.0246 17.02 11.22 0.1422 0.143# 57.9+3.98

EERL, BR4IT,

a: WEEEH =2 DinH, EBREA R L,

2) 5

ST BT A BRI EM S TR,

(3) BN

AT A2RBREER S TR,

(4) ki

HEAE (7 BE T A 505R (335 S Ty,
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<HFHEOHE>

ke L, BT AN AEOEY BB E D, AREAROBCS TR FIX 8HTH S
ART 47 ALAROPK Fu 7 s AV EBTAHTFIXEAITEAS LEXD.

FREZOWTIEH S TWRWST, RERTHEC SN T, REEEEUTO L 3 CHAL T
W,

REZ, AR T4 7 AERRICT v A =—ANLRY —IIRBEOMNESSEASH, S5
747 ALF—O—REE, ROREOFREEMAZT 5 Z PRI TWD QmEICET
LR <BHEh-EEOMEEE> (1) JFE S FHEoEZmM) [ E, AEL AR T 47 A
DAy FEEOREEME N L AEOFEREDEEHARIC BN T, AEL AR T 47 AD PK 7
U7 A NBERRTCTHAZ LB RENEZ LG, FEOSMICET AR 2 EH L 2> 7,
EHIZ, REEF AT EHERATHLZ LG, XTF FRUT I JBIZR#HENZZ R X
nhEEXLI, R4 47 7 v —LBEEDOIEERIC ST 5 LEERI Mz owWT) (O
2443 0 2 B FEAFER 03238 1 5) AT, [ICH-86 (RD) | ) (ZES3E, KEOGH
e O (2 B 2 3B & S L7 b o 7o,

BT, o, RETRUHERIC DWW TORBE OB ZIIZTANTRE SR 5,

(i) FrEHBREOBIE

<R Eh i Rs o >

AIEOFEMFE L LT, BREREEERE, KEEREZEFER R ORPrilRg s 2 Fhi < h
=

(1) HE#EEGEERR (4.2.31-1 R 42.3.1-2)

HEREFEERBR & LT, w7 AW BEIFRRA R SHER S Fi s hiz, v v R (MRS
SPC78E) o, A 750, 4000 F L <}k 7500 TUlkg i AFEOEE (BEFR) 2 5BIRMES L
oo WTHOBICLHETHIZR S, AEBRR G CHEE-TAREFTRIIGRO oo/, T
SHEE P W BEER S EERBIIER S TRV, AEEo2ESEEL, h=s 0P igl
WY - RIESIRNESRB BN TEMia i, =2 4 (S 2 L 8 0, A%
200 KU 750 TU/ke % 1 @R TEER S, LIS 750 TUKe % 28 B AEIRNIES (514
E) L725, WTFROBCBWTHAETHIZ R FEREICEETLIRFIIRO O Rho e,
B OBIERIL, v T ATIL 7500 Ukg B, B =2 4 A TiL 750 kg B & B % bz,

) REHSEERR
1) v b28 AEHIRNEER T 14 HEEIERAR (4.2.3.2-1)

Z o b (HEEESE 5 VT B (CAZE 200 #F L < iX 750 IU/Kg, <47 4 2 A 200 [U/kg (EHXIER)
IAFEOEE (eGR4, 28 HRERHAFBIRNES Lz, WIhoBo BB CAIER S, &
FEoREHBPRGFEOED 14 HEOEREHBFIC, FER S L AFEHRFCEROH LR
RS o, BEMEEE, 7501Uke & X DL,

2) A=A 28 BEBRANEZRERE K14 HAEHERBR (4.2.3.2-2)
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Fr= 7 A (HERES ST 8F) IZAZE 200 & L iE 750 Ukg, <47 1 # A 2001U/kg (EIE
xR IIASEOFEE (F2tELE) 4 28 A ABRIRNE S Uiz, Wi oz b3 FlER
< FEORSHB PR GEOEZD 14 HEOREHBGIZL, RECERT S & Bbh 2 HE gy
HIpT RATRE O bR haodz, MEEERIT, 750 [Ukg & b,

(3) B=HIERR
AED VoA —SEAEEROFIXERCTHAZ L2n, [ICHS6 (R1) | #BE 2, =FED
BEBEMERBRIIER ST,

(4) BARERR
EFELIZBTAPAFERBOVERICET AT A F - RAIZDO20T] (ERR9F 48 14 HfF
HER 315 B, ICH-S1A) (ZBWT, KO L 5 2NEESE *HFEFEE L U TEINT 2885 T,
FriZ BRI RROEERL COBERBSH 5 L5 2510, PARERBII - RICAETERN
EENTNWDI EMD, BARERBRIIERI LTV,

(5) EWBERERR
AREFEABERBIEB L THRY, 28, 7y FRUI =7 A FcB il s REREREME

BRI BNT, HEMEAESASS CRFEE, HEE LK, AZIR R O%ESE) ROUMEMEAME: IR, TERT

) i, AELECHELZRFEZRO N (T ) KERSENERR ) oEBE) |

(6) RPTHIEtERAB (4.2.3.6-1)

7 (MRS 2 T8 OFFIC, A (7301UMmL) IEZARROEEEE | SRR S R O
AR S 2B SmL, SARBEERE BT osmL 5 Lz, £/, Blo % (R
2PL 8 OFEID, A (5341UML) RUYSART ¢ 7 2 05ml &, BIRBEMEICES Li-, £T
OEMOLETIC, ERAER YR AR5 L,

#5712 R OBEEYBHT, WTRLOROEIC L —RREICREFIGED bleho i, EEE
A OHIRAIBLZE X CRBEMEE I T, FIRBE R S8C BT, A% (7301UmML) 215
L7z T, REHMZCAE) o FRAOAHEN Bif) 235 6~24 KrfilfEH 5 72 B 0@
SHIRERTRE TROBNE, £, FEABENRE CIHBRE) - PEEORS MIaMERE B
ARJE B R OV D) RO e TR S 38 e bz, A (5341UMmL) RUVSRT 0 7 A5 L
ERIRBEESH TLREFEOGAHEL GiE) SR ohis, REOREIIEE T, EFMT
HE L7, BRARNERLS (BRARREER) BROEBRNESH T3, REREICBE® L2 R4
HENRNoTZ LG, AEEREERO RO AEMEIT RO &HE S vz,

<BEOHRE>

g, Ehish2FEEREBICBOTBEShEFIRIC DWW TiE, £5FEER ORI
BAE L LICREROMBETZ WL O LAl L, RERSEERBORSEHMICSWTiE, ICH-S6
R XVBFE6MANEYEENTWS, LALAES, FEIIAEEFIX ROVWRT 4 7 A
ERIU—RBETHLZ L, MoEHEOMMITITOR TWiRWI &, £72, FERERE LV
FEREBIC W T, TOERER, EEE, FEH7 0 7y A ZBNTART 47 2 L O
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SRS TWA L2 5D, BUHSALERNHG, FEORMKERFOZSMELFMT S Z
IR S M LT, E£, BEEEROBAFERB S ER S TWanI LizownwT, BHEE
F OB IEE AR & HIl L7z,

1) AEBEBERBROEROVT

ATEFRARERB AR L CORND L2 onT, BEFIZUTOL S B L,

FE T EEEE BT o FROMRED =7 A A TORER SEERBR CERESGT -
FREICREIIRED N TRV, E7, HREMICRBT AEEIZ DN TR, UTOX 5 IEBEL
T4, —IRIZ, MHRRR IR S o MBI R F L0 O, B RTF LA O T RO
FIEIEEOE T2 & e i gEE2 2540 U | BB TUEEREE & 72 5 Z L 23 5 T A (Best Pract
Res Clin Obstet Gynaeco 24:339-352,2010) , IMiREEETTHEREIZ L5 EFERBAERNE Y A 71200 T
L. FXII MRZ (Obstetrics & Gynecology 109: 1146-1155,2007) R UMY S ISERIEOEE (AZF
HFEE 62 (9) 1N-150-154,2010) B ARFEELHEBEST A ZLBREShTE Y, 20OFRRE LTiE
MKERL BN T4 Um i X A SR EOMREESHEE AN TS, LY, FIX &F
Wik &3 AR EFEREEMICRE LeRe, @RS ERERICERE S £ i ik EEE o ke
2, EFRBAFEELERTAMRESMEEENS, —F, B MBI AAEBAFMEICHET S
UAZIZOWTH, & FONEEF o AS7BER U TFEER b, EXREBREBIIBRETLERE
TZELEABHELELATREINL Y A AV EHAEELTIE, K5 ICIHEMBAEFEYD X
7 OB SR P I B R A, i, AR FIX 84 R OB E TR 2 FIX #AB h £ Tk
HCEEIRER SN TE 7, AMEEORAEFFITRE SN TRV,

iz, LLToksc815,

FEO EFEH~OMER S LHBETOESRER TEERE, SbROBRFICT 528D
THIFRETH D, BRI L 2 EMBEATERE A M LR 23 5 RS OB EZ AR
RE LM Lz, REOBEEHEETE F~O4ARBAFRN DWW, JERRER OB RRE -
ESCFHMTE TR, —F T, FET, BARROEE IR L THS RO S 5
HERZTICHERT 522 RWIREBEESNL S, LA - T, AR Lo ASES Bl
LA s LHM S ABEICRY, EHTLAZREOEEMEPNELER D,

4. BRICET2RHE

(1) £HEAFRBREOBEET 52T EOBE

<@ I h=BE oK >

M F B X 7 (LA, [FIX) &R &Sy b o R 5 2 B (BAF, TaPTT )
(RO BEE—BHEC XV HIE S, ERTREE 001 [UmL Th oz,

(i) ERAREEERBROBE

< S Feh OB >

BRAESEEHER T AFEMER L LT, MAR B BE &g L Li-EHELRESF T/ MERE
(5.3.5.1-1 : 250001 &%) MUOMZER B O/NREF 254 L LB S I/IMARE (5352-1:
251101 #BR) ORGREDRE S 7,
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AR, WICR#S e e ., Bl FE+ FERE TR,

(1) & FEESREZBV =R
b kAR E AW BRFHIER S L TR,

(2) BREZRAZRIT 52BN
ERERE A BT A RFHd FE S e,

(3) BHEITBITARN
1) EBRERSE I/mmsR (53511 : 250001 HR<|Jl{ =01 7 0 =) 5 >

AFRBO Part | Tid, FIX BAIZ LABFREOH A (FIX BAIOBEH #5150 HELE) | A >
EEF —E A LR 12 50 L 65 LT OFEIE (FIX EEE 1~2%) 2L EE (FIX EEE
1%H5) OMASR B BE 28 il xR, REIAART o 7 A%HER (7 7 1 F—thllait)
(AT, 37 027 2] ) 75 WUikg 237 @ A4 — =10 L 0 Z A ndEEiRmE S S -
(Ut wvi=aT7 o M 5~7 AR . |B5A. &5 15 BT 304, TN 1, 3, 6. 9, 24,
36, 48, 60 RUF 72 WREIZ 3¢ A FIX GRS HIE S v, 1BBREED 1 BLL BiE X7z 28 {4
75 PKFAS (PK Full AnalysisSet) & &1, REE2OFEVE | [FREMFEED) - O BER AN
57 3 Fl 2B < 25 A PKPPAS (Pharmacokinetic Per Protocol Analysis Set) & 24177,

Part | (2 3() 2 5E4pdh g0 T EMIE R X, REEY- 0 OFFRE 0 2554 72 BEEE Tom
BE FIX fEME— e diE TiEfE (LU, TAUCemwdose) ) & &z, PKPPAS (28T % AUC.
mn/dose DEATEEEOEEEM O (RIERE <37 ¢ 7 A8 1L, 1.063 (0% (FHEKRH] @ 1.03~
1.09) TH Y, 0% EEEKMEIE, ToMELEAIROEMFERRFEOFFEE (80~125%) @
EHENICE TN TV, £, PKFAS #88 L LB TLRBEORBRBZEONA, 55
L FIXIEMEMEIC R SWTHEBENZPK N7 A= X idR A1 OB THD  WTho7 20—
FOEREFLART 4 7 AR THEBE TH -/, LEORRL Y BEFEHIT, FEDO PK ury
AT T 4 7 ALRETHEL Z LW EhE LA LT3,

Fio, AHERO PartlliZ BT, REDEMIT A0 5% 26 M A TIRE R 28 30 BLLE
Lo B 23 FlA ST, Part T S RIBEICAE 75 IUAg I EHR O PK 23T L2 L 25, Part
I & Partll CAFED PK 70 7 7 A /AZRAETH Y, REHESC L A ERBENE~OFETFRD 5
nNehof, £, FRBICBONTOR L 1 ERESRESRE 73 fl2xrgic, AR
Mo TAER S 30 SBOMIERITE (LAF, R) ) OMEBEEFEMLEZE 24, PlEES 5
BT R o CIL 2 BIERE D b o 7o,
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41 EEBPRRT 7 7 AQHEHEESE O PK /A7 A —4# (PKPPAS)

PK /35 A — 4 I (N=25) f\a?;:’zfjfx
AUCorw/dose thr - TU/L/U/Kg) 14.31+3.23 13.4543.05
AUCwini'dose (hr - TU/dL/IUkg) 16.17+3 .28 15.39+3.41

Cmex (TU/L) 66.22+15.80 58.24415.83

IR (TU/ALIUkg) ® 0.87+0.22 0.76+0.20
tiz (hr) 26.70+9.55 27.87+9.22
MRT (hr) 30.82+7.26 32.24+7.16

CL (dL/kg/hr) 0.0644+0.0133 0.0681+0.0153

Vss (dL/kg) 2.0240.77 2.2040.69

N : #EE . AUConn/dose : T EEL - D DB 0 R 5% 72 BRI E LT
FIX {5 — B i T EfE. AUCud/dose : T E 27 0 DR 0 22 HEERBEE TO
AT FIX Fatk — ESRER FEE., Cow e MEETEYEE, IR WTEIRE, t1p:
T MRT  EYEEEER. CL: 7 U T Z v A, Ve EEREBICBITASHE

a : Crax H%JI{_?\_G\@{E

FRBIZBWT PK SBH SN AR ABERE 2 20T, EAEE & o hfig 517 75k

B, WO PK RT7 A =X LRBETH -7 (F4-2) .

F 42 BEASRER A EREICEITAERD PK /25 A—F (PKFAS, PHRIE [95%fEHEME] )

PK /85 A — & Sl _—
H& A (N=2) * |_7@sF (N=26) BA L (N=2) * | 1ok (N=23)
AUCo 6 dose Lo 12.40 153 15.98
(hr - TU/dL/IU/kg) ' [13.13,15.72] ' [14.22,17.10]
AUCo ne'dose 16.41 17.56
(hr - IU/dLAU/kg) 1381 [14.92, 17.60] 1584 [15.99, 19.29]
IR (IU/dL/AUKg) 0.77 [0_7%83_97] 0.93 [0.821'9?.06]
27.08 29.04
MRT  (hr) 32.56 [27.48, 33.34] 26.09 [27.25,31.58]
24.52 24.50
t> () 2792 [22.37, 30.06] 2083 [21.91,28.10]
0.0610 0.0569
CL (dLfhr/kg) 0.0738 [0.0586, 0.0696] 0.0639 [0.0534, 0.0658]
171 1.64
Vs (dL/kg) 2.39 [1.67,2.28] 1.8 [1.56, 1.96]

a: PEERE A 2 U0, DL AT LT,

2) wAgI/mARE (53521 : 2500 RB<|J = 5 -0 £ 5>

FIX 8H- XL H0EEEOH S (6 sl L 12 A - FIX 85 ORE B #0150 ALl L, 6 iEF
M FIX WAIOBBRE B304 50 BLAE) | A e B 7 —%A LWy 12 RO PEE (FIX FE
i 1~2%) & EME FIX IEHEE 1% 305 OmAR B BE 23 # 2%, 4% 75 Ukg 23 BE]
BRI G S i, #BRE 1 Al O S REAIR RS 72 B £ TOFF 5 @O FIX EHERE T
— & & V>, Phoenix NLME (Version 1.1.1) 2 X ¥ R-EEH ZEApBhREMEANT 2 E e = 177, SiZfEiTi
-7 = b A RETACHRE SN, BRMREIERIC L BHSh s PR ST A=H
HRA3OLEY THY, CLIL 6 LA E 12 mARRIZ T 6 AR TF < . AUCong/dose 12 6 7%
FWi T 2T 6 bl B 12 AR TR o T,

£, FEWRESESEB, 13 WA K260 B ORRERICR SRR O 51 15~30 Fickit 3
FIX fEMEAIE S, T IR 255kl S he (R 4-4) . TOMR, e mARm CiT o mil b 12
AT AT IR MEfE A L, FEROHEMIC D IR SHIINS HHEE 5580 BT,
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#4-3 : ARMAR B BETHITB5EAEKD PK A7 A—F (FAS)

o LN ER 6 FE 6 il b 12 R
PRS7A=7 (N=23) (N=11) (N=12)
AUCone (hr - TU/L) 808.4+149.1 723.7+119.0 886.0=133.7
ti2 (hr) 2531+3.13 27 67+2 .66 23 1541 .58
MRT (hr) 2785+:3.73 30.6243.27 253141.83
CL (dL/kg/hr) 0.0962+0.0169 0.1058+0.0165 0.0874+0.0121
Vss (dL/kg) 2.695+0.666 3.225+0.523 22090317
R 44 FRLEHRO IR_(IU/dLIU/Ke) DR (FAS)
7B B A AR 6 B A g 6 il k12 s
e 5 0.665+0.163 (N=22) 0.586+0.132 (N=10) 0.731+0.162 (N=12)
wE%SE 0.680+0.125 (N=23) 0.630+0.103 (N=11) 0.726+0.129 (N=12)
®5% 138 0.706+0.131 (N=21) 0.676+0.121 (N= 10) 0.733+0.140 (N=11)
ix5.7% 26 1 0.724+0.153 (N=21) 0.647+0.127 (N=10) 0.795+0.145 (N=11]

(4) EMHEEEHORMN
YR AR ORTHIFER S ThRn,

<FEOWNE >

HEEE L, Pl REOEREEC RETREI W TUTOL S IZHEAL TS,

12RO RBE S L L 251101 RBOMERE S, RO R Z{EEHE 2BV TEN
B 23580 S, AEOFEMENGE T A — X PFEEICEVERT S I LRI S, YEERR
VR R & EEN R N7 A= & L OEBERHRE ST ABEFEO FIX ®MALEHRTH S L ER

s (Haemophilia 7:133-139, 2001)

T, 12 R LoBE S L Uz 250001 RBORKERD, FELART 07 AOFEMEH
B 7y ANIRETHDL Z LW mENFE L&D, Fin, 12RO/ NRBEEHg L L
251101 RBOFR, BEWEE T v 7 7 A MTFERICEE SN OEMPESH ST, Lo,
LT, B0 IIX A CLRRIZEO A THEH 28, 2, FEOHEIL, Fizliho
AL FORE, RUBEFOREBIONC TEBR THE X ICREIND 2 806, BRI RIE
ERAREOARRMEIIENEFZ D, EE L, SEBERC OV, RMACESC L0 FREI
TAHZ EEY B LD,

(iii) AEMER CE2ERBRM OB

< S h=FeR oW >

AR OZRMECET A3HMER & LT, EEERE /IR | 325 R O /IR
51 BB OGRS A R TR 1 B o PG RS RN s, 2, 228EEE L
T, EEELFFE AR 1 35O P RET &R RE SN, BERABRO B %% 45 (07T,

24




B 45 TR CREEIZHT 5 ERRBO—K

f;% w5 W | re BERBER Rk - AEOWS
EFH R
Part I : BRE|I<F 7 4 7 A TS
UMkg %, 711 Ad— =Rl 0%
73 4] NENEFRRE,
TEESBEML ) ppom g | PO
BE | 250001 3Bk /I KR B BFE (12 PartH@%Lj EHEEH . REA~T7510kg %31 2
# | (FZEHE) mEl Lk 65 B @ﬂ%%}gﬁu . B4 5,
I ) Hj]ﬁlﬁ%i%kﬁﬁ 14 451 MR 58 - HILEFZ, # 46 1R
TIREBR R SMEBICHEy, R
ERE,
PartIl ; #=3E 75 [U/kg & HE®R 5,
sz | 251101 2tEe o SRSE ~ESEM | 23 PK 34 : & 75 [U/kg & HER 5,
a | Opipatesy | T/ | AW B &F (12| 6 mAHE « 11 7] EHReE S« ARHK 40~80 [Ukg &
o AR 6~11 4% 1 12 {7 ¥ 2 E 5,
KER T FIX EHEE ESED 80~
o S0 ~ E AE 14% 100% % C LA -#RFT 25 L 5 REEA 8
HE | 251002 #Eh o 7 B BFE (12 —mw s ~24 B 7 HEL BB,
| (FEER) mil k65 Bl -Elﬂ. 0 R TTIEERED 30~60%% TE
™) F4axoEEs 24 BiE 1 B8 E
w5,
HEEE
82 4 EE RS 12 ﬁut 65 UL -
250001 B =T & AIE A0~T5 U/kg %38 2 MIZE, 12
= g~ L | % - 644 | BT - 40~80 [Ulkg %08 2 i 5.,
g | 251001 3% ‘ o e e OBRFE U THE - AE243H
e m iR B BF (65| 251101 #E=ET A
H | (TR =) %L 18 4 i,
I & (Fm st 5y T i%@%mggy : Efﬁz%ﬁ% ;5%%%;
| REBEEAEEL T LT-HE%
BN EM

Al 0 R 2 BLF L

(1) EESEES [/IHERE (53511250001 BB (TEXRBR < <170 =17

>)
FIX ®HAZ L HEHREDH S FIX HAOBEI RS 150 ALLE) | A e 0¥ —%FA LA
12 5L E 65 LA F O EEE FIXIEMEAER 1~2%) Mo BEE FIXIEMED 1% 558) OmAR
B B (BEUEFAIER - 60 ) & t®lc, REOFIE, DML TEYEIRELBHNT L2 42H
By & L7z ERREELS, HAELZETr 16 ME 2k TEMIN A, 28, FRBOERFZ, Partll
(2 15~20 o HIMKEO A E-T A8 (LU, THMFE SR ) SHcisBemsh, BIEmEes
BT 75~80 BT EEH S i,
FRBRIT, 300 Part ORI, HPat ORBT F A i3, LT LB LEhE,
Part] | AEE 307 4 7 A 75 [Ukg 23, 70 A4 —_A—jEic L 0 FnFhHERET 5 2
ErEanf (TxviaT o MW 5~ ) | IEBRECE SIEII®EALEL, ZEEH
T U SN,

Partll : FHIE 22T o8 (LLF, TESRER) ) i3, FES0 [Ukg %@ 2 BixEG7T 5
ZEbEsh, BEHEIL 6 PABNNT S0BBHELL EO S L, W R WHIRE & Shi,
1B = OYERRE O PK "0 7 7 AV, b, fEEHL OB, RO SUIEERE O B REENC
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D, BB EEMOHN T, MR (FMH40~60 Ukg, B'H 75 Ukg £ THER) L&
A [/ R T e A R  Wialt

BB A, KEARMEELRD S OBEBRFEE A, Hie Y — Rioxtd 2850 ki
NPT HRBEES LV EL G EAAME LT, A Pantll iz i BeE S8 A B
B, #EEE AL ANDEIEICEE X, HmFRE SO S8R, EMEEHO
Bt OWRE VBB AE T T5ETL Eh, Bk a BT L TRESNSHET,
BEBIZLGT, RICDTAF A TEEENLHI L LN,

#4-6: HOROENEENE LRSS TONA F A

LR ?ﬁ;gg&f' WESEE () /i
EE e T o T R L T
RiTOEREL TAHLT, REBEE BTl AU EETS,
EAS DB, B oo ER AU ERE BT 5% T34 BULEC 70
L M iR 24 BB RER ST A,
e A pe L 60~100 TEAEE NS T T8~ FREICRERET A,

Partlll : Part I Z/7%, PartITIZ3VNT 26 MR, 30 BRE A #UL LAEDOR 5 452 7= E i
L, ARET5Ukg #BERES 5 Z L LS,

¥, FARBICB G AEPEEOBEIFRERC oW, [ (i) BEERERBROME ) OEICE
=,

APEEIZIL 73 A (Part T, Part T O E#IE 58 % O PartINZ 20 L 7= #8858« 28 Fl, PartT OFE
B EREO BN L2 EE - 31 #], PartD OHIMREFHORIZEM LAWY 14 #) 28
AN G, 2EIPZ MRS S EEH LU FAS (Full Analysis Set) & &7z,

HA ABEBEE 1L, 58 (Part 1., PartU O EHIESELE O PartlliZ &40 L7-8¢8R3E : 2 3], Partll
OEFEPREHOLBM U HERE 36 #HaAh bz,

WeBRE 7o 0 OIGBRIEORE A& (FHE+HRERZE) (2, 47718 B (#ifH:5~83 H) TH
=27,

FEOFEMER & LT, Mok % Bay L LS olbmsh &S, 1kl 75 @k & h - i
SIZEBWTC, FHICEESNAR 4T O 4 BREOFMEELS O S A,

# 47 HiLFOIEnE BEM L LR EofSmmEn
S0 BEE#R5#OEERERRMECHLOEHROERE EE, £8 $ERHLOBE T
W) ok, HiLay e —AODEEIR SIRRE - ENAEET LSRRI ERLRE
BTG E D, [FEH QIR LR,
Ex HEREHEOR L NREEBNE R/ VT HLOEENMENRE, S22 EnhIlizE
HEOREBLBELERDEERHD,
BREFE | ERRSEOHABEOEEBRME VLT MO OEHAMENE, TE2RHEEOTDHI
IEEEOBESEDNETHS,
Eigen)] E N BRI,

IEERHIB G, B 240 fhoHmM— Y — Fioe LAESRE SN, [E3) UL 138 L
EaSNAHmT v — ROEISIE 96.0% (239249 ) Thoim, 1 EXE 2  Ho&E TIRm A E
ENFHILT Y — ROBESIE, 84.7% (2117249 ) Th 7=,
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HA AR T, BB S 28 oM vy — Nicgt LASERBE S, T8 it
TR FfESh-HLT Y- FOES11929% (26128 ) Thodm, 1HX I 2HOERS
ik A ER S s Ml v — Fo#ElEE, 53.6% (1528 ) Thoi,

Fim HmMoOFERE BEY S L= BRMIAR R S 0F PESS, AR H M E1#L (Annualized bleeding rate
ABR) (2 X U FFil 24177, 3 22 H LA Lo E I8 50T S6 Fllcis T A ABR O ILE (O
Ml BeRAE) &, 1.99 (0,00, 234) BN - ETHoT,

3R EOFEME LSS Th e HARAERE 4 flic B0 5 ABR O PRE (F/ME, &K
) L, 17.7 (3.99, 23.4) BN - Th ol

TP OV T RBHIEF 1 L EOFEFSE RO B NIERA ORIG1E50.7% 37/73 41)
Thote, FHEHACBNT2HU ERE LA EFRIIR48D LB TH S,

#® 48 2 PILLERE LAEEER (REERITGRRE : N=73)

n (%)
REZNREER" 12 (16.4)
BIFFER 6 (82)
T 1 3 (4.1)
URBERS 3 (4.1)
A 3 (4.1)
BiEH 2 (2.7)
25k 2 (2.7)
DU R 2 (2.7)
ER 2 (2.7
R 2 (2.7

a : Funn (2389 2P LFFERA DR D B izl
FIX (2% 3 e ok A
N HEREH, n BRI

EEHAR T, FRREES [HY ) 3 TareetkdH v ) & ShicHEFESDS, 2612 3 4 (RR
RE LA 2 MEE L6 fiFshi, BRAMPIC, BEELEEFES 4051 B
BINT 2 T HUERSHE . AMEMEIIE, BHEF T, vhoa, IBRAES 1611 ) B|iEShie, »
THOERIE L ORRBEFBIIEE Shiz, BRREDOETEZRE SRR -7,

A NEH (R SHEMARITSIER] - 5 F) OREEC >N T, BRI AEESRS 461013
4 (SUHERZE 2 ] 3 4, BIBZC 2 2 4, 0 1 1 2 4, HILRE, B, REFBRERY 8
B2 CE VB Furin UiR3ER) | PR, RERG, ¥ w7 RBTNENLH L) #
HE3Niz, WIRGEECTHY, FRELORREFBEITES R, ACRCEELRAEFRID
R BT,

@ #pRE® sz 2snn BRe<| =15l £ 5 >)

FIX #ANIC L HEFEEOH 2 (6wl : FIX A ORE R 50 BABA 5, 6l k12 5%
R FIX ®H ORFEEES 150 HEALE) | A e EX—ZFEF LAY RERBOFEE FIX
JEHEE RS 1~2%) H 5 EIE (FIXIETEMAS 1% R0 OmAR B B (BIEEFAE : 2461 %%f
BT, FEOREE, AOERCEBIELBRIT 2L 2 A0S L2 IEERIEDRRERD, 18
246 paE 11 HiFg TEM Sz,
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e - AL, PK oo

FWHIR - Ehoe,

p Nl

(R LR E D

AHE 75 TUMkg % BAMEIR 5 L 714,
Wikg M 2 W& 5352 L & &k, REMBZ 6 AL S0RERRLL LD S5,
LD IR, tyn B OERER B

EH 2R 5 & L T4 50

WL
7 B < AR X PR AT

DOHWIZ L0 AR (HH - 40~801Ukg) LIREMBAMETT S Z L L Shin, $£72, MR

IZ. 250901 BB LR U A H R (F4-6)
ok, AEERI B G AEMEEORFHERIC VW, T (i

L7,
AFRER T

R 23

(6 FEAHT DO BB A

11 R TN 6 i bd b 12 iAo gk & ¢ 12 )

noh, SEPEEMEENTHSEER R OTFAS & 3,
W E LY 0 OIERBRIEORRTE H 2 (TSMAEERZ) 12, 5426 H (§FH . 35~70 H) Th-

.

AR 00 ZERFME A

Fi

WCHEW, AP EG I ZE SN,
) FRRERMBROME ) DOIEIZEE

IR N

ZEMEOFHIRA THLH [FECHETLHETOREFR LSh

HOEOFHEER & LT, HiEro& 517 56 A Ik gh it ki 2358k & B S Im By T,
FENCEAE SN 250001 HER LR U 4 BREOFEMIEE (B 47 2RV TEE Sz,

TR HA R i

L Eh2e fhoHIn T v — Rz et LAEERRES X,
EhizHm= vy — FofEiE, 96.2% 2526 ) Tho7,

shi-fBim=v v — FoOEEiE, 885% (237264 Thoi-,

*7, HIMOFEG4 AETE L=
O ERB 2R E3 T 23 iz
IEI/J\ ‘ﬁzvﬁ%/)j’:u

EHIR 245 OFMES
BT %5 ABR OH A (F/ME

(%) it THEZ LHE
1 [\ 343 2 WMo 5 ¢ 1k 23 #ERk

ABR iZ X VEFHmEN~, 3 A LLE
L E{E) iE, 1.99 (0.00, 10.8)

T OWT, FRHBOTEFMER & S FEIFHET A AEFRITFVO LN R,

TEERHIRE I 1 R EOFEER DGR

0 BV IEF OBIEE 73.9% (1723 6) Thov,

CEBEWT2HUERB L FAEEGIIFRIOOERBY TH A,

e

49 2L EICRE LEERNER (TR H)

6 AT (N=11%) 6 Ml b 12 Bk SEF (N=23)
n (%) (N=12) n (%)
n (%)

REFREERE 1 (9.1) 5 (41.7) 6 (26.1)
FEER 2 (18.2) 1 (83) 3 (13.0)
SENHEA S 1 (9.1) 1 (83) 2 (8.7)
iR 1 (9.1 1 (83) 2 (87
UAE 1 (9.1) 1 (83) 2 (8.7)
BE 0 (0.0) 2 (16.6) 2 (8.7)
25 2 (18.2) 0 (0.0) 2 (8.7)
w7 N AR R 0 (0.0) 2 (16.6) 2 (8.7)
RERH 1 (9.1) 1 (83) 2 (8.7)

ac MEBREE BT 6 mICELR 2 FE ST,
b : Furn (23 BHEEFRERA DR S b FIX LT 5 mE0is Y

BRI, BEELAEESRD 3 M0
mERAEES 164 1 ) 5 Sdzhs,

4 (ETFHMm, LRRFir. EEesbiEiy
WP B R RRBFRIIEESH TEY, BIFRIEETH-
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7o 7RdS, BETFHMmME A C8E L. REOREOADIC, AEOBRE R 05 35 HOBETE
BiA- b Uiz, BRI IC A IS S e Ao In,

() HWAEWRR (53522: 251002 RRJ € 5 ~sEib. F—seo8 | E
1>

FIX BRI L ATEFERERH 0 FIX #MAIOBERED 1S0HLLE) | A e ¥ —2FF Ly
125E 0L E 65 UL T OFEE FIX IEHEMED 1~2%) 2 0EE FIXOEMEED 1% R omAR
B BE T, HHEACEMS L E A B KT 250901 3BE, 251101 38R Xt 251001 B ovih
DN BIMROYERE CRFIWN,DFHN (BERFNUIFEFRNT | ERE UL ORIRAYLE 73
VERE (BEEAE 304, Zeds, PRIAENTZ. KT 10 65 SRl 10 L b7 — ¥
D3 DAL RN CREAT S Fobts X A FHE & i) ARtelD, REOFIRFICE G A MR O
HEEZBFT D2 LA AW E L2 IEERIELIRBEE B 4 H:E 5 sk TEE I,

HEE, KXPEMTci, mifEd FIX EES IEEEO 80~100%, HFHF €, EFMED 30~60%
FETCLEATHLIIARERZETH L &SNz, &E5E, RFRICEBNTE, AHUES 218
A E TR SATO BAZMm AT FIXIEMED 80~100% % #EFF4 2 X 9 8~24 B3 o RS R 5 S 4,
BIEDERE G 7 HELE, #E/TO FIX O 30~60% 4 #ER{F+2 X o BE sz, AFilficonT
WL, BT AE T AL L, dEfErEsE IR L EhT,

FRfETO7 —F v 7 B E T 14 FOER OCFH 11 @, F il 3 F) S AN S,
EHIBE SR SR EH LU TAS & S, 23, KFEFO VER (FEREFES 260003) 147
bl 30 . PPAS (Per Protocol Analysis Set) 75 i3k &7,

AHEC BT AAEMMEOFEMER & LT, FrPRTCFEREDILMES, T ENERNCE
TES AL 4-10 O 4 B OFHlEES AW TEUIEIC X Vel =z, £z, BRI, Ttk
72 IRl & W CEHEEIE Tl AR FME L A IR R OFEE e S i,
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2 410 ; WHR TR OEZERHER

SR P o PRI
SR £
=% W OERMER, BT LB TTFHENSEMNENUT (£100%)
HiD WHROENER, EITLANEBETTHEINAENEL DERNOUNE T (101~150%)
gy | fihOEnES, BT LALBTFHEANAENE L DSOWEEN -7 (>150%)
E)] BN G LR R TR 5 Th oo th, BRI 0 EEALEC R oy b o
— L7 B O LA R AR L,
FR % O R MG 2N
(FL—EiREE) FL—EEROMNEOSHERE
SR £
=% Fl—HERES, MiT LB TTHEN2EHFELT (Z100%)
B Fl—iHe &S, T LA ECTFRISNAEEEE L 0 &ERS0%E -7 (101~150%)
) Fl—He &R, BT LB TTRIEND FL—UBEEE L D50%EEho7 (2150%) ,
Eisiz) R E Lo SRS RS T Thriciod, FINEBEHA OEENNE I ~far b e

— V7R B O d i & SR B A SRR LT,
(FV—AREAR) TR 720 MR B OF 1Ll

FAM £E
£ EEBRECL D ZREALCWHERO LRI, BT LEAROME CTRISALER L AR L
LN T,
B EERECL D ERENCHEO LLBHRIT, BT LEAROLECTRAIEALBR LEBELLL

FIREE BN TV,

LRFE | BERICI VER SRR O EASREE, BT LEAE CHEERE CHDL I EEALNT
Bt HRIIHEESH, FINEBHENA A EET 5 0E IRt

E)] BN G LR R TR 5 Th oo th, BRI 0 EEALEC R oy b o
— /R E O AR E SR L,

KM 11 114 (AT SR 3 4, ~ =T RIENT 2 4, AT SER, BEEE
i, VERECTRET, thEEEIEDIRR, KIRE BN ETERETHT, BEES 1 4 RUVNFIR 3 F 3 4
(REwHE 2 1, BEEIREA L) BiTohi, Fifid, Pl R OSRERH 2B W T, 1ko
FeohEE (FE@2S T2 U3 TR ) ik, KPRl s $12100% (1414 1) BB Th -
pia

ZEMECOWT, PO - ey BETORBTIC 1 FU EOFEESSRED LA
FEFIOEIGIE 42.9% (6/14 ) Thoto, AEFSONRIL, DEIZ X583 4. %E2 £,
i, m/RHEAE, i E M, OEEnE, NEEEE, BEESEE. R, snE, T =07
7R Z7 7= (LUTF, TALT) ) 8M&E 1 FTHo7=4, WihvbinsRiE s oFH R
BATESNA, 25, I/ ERBEIE, i, ALT BN, Mg ino 4 FllasiRsREE & Sh
7=, EELGAEESZHOE IR ESNRI o7,

< HFEOWRE>

(1) FEFHsHz->NT

1) AR CREEOFMIzoVT

FIX RZAEE WRMEFIX OERE T UTERREIC L - T 2R Z s HHMERE TH D |
FIX 8AZ>\»T, HinfFEoibm 4 BAY S Lomimiyeics & Hino T2 By s Lz EHeY
BRERERERINTWA (ML MZE 24 1 619-639, 2013, MFLEEBRFESERE Fik 25 4
EgssE) | AR B BFER OEMBIIAFT T 1008 A (MEEEERFESEHMLT k25 FEH
HE) LD TLRNI En, BENET TERIEAMIEERE LY ERS 5 2 L OREEECONT
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R TX A, F, AREIHEME FIX &R, Fvila R ORI X 18R 220 TS
FIX LA 2L, WNTMAR B BE 25D FIX R BEOESME S, HinfEmoFeE, 1kim
RO H MR OB 2 2 7 FEOREN - ARERBEHERIIZ OWTE, BRAOERZS
WEBEZLRD, YRR EEE L, BELFERBEI ST, BICEIESE Y STV S BETFE
O FIX BUH L AL L O T, SRR UEpERE A 32 Z L i kv AR AT 9
ZLIFRRE LI L, E. ERRFREE S ERE L L, BAEERREE PR RO
DREER) LNz, FOMEC oW TTE, AEAHRC RS UEBEO LR, ROER e
BE T o oM@ oMl REs, £ T, AEFLORBRAKLOA v
—REOFEELFMT 524 & L,

2) APHEITOWT

1} BEFED FIX BAI & OBz >N T

250001 3B 7L, FIX EMEICE S BMEhE T A — & 00T, BHERZECHL~RT 4
7 A Lo T (1 () BRAEEMERE OIS <BH S ERORE > 3) BEICE
AR D EREIEES /IR OESR) o BT, YRR, REOEMEME R T
FEEhRIL, R T 4 7 AR THY  AEOLEDNRIIHGTEL5L08EZD,

2) O E BAE LR E0FESEIz oW T

REEHE L, Mmook s B : LR EOFNIEIC >N T, BIFTO L S IZRHAL T A,
FEOEEFRAR Cd, HibFo ki # Be0E: LiEREoF ol onT, FhilciEE L 4 B
PEOFEMHEIERELE (F4-7) WS X LM ER S =R S TOFN&4T 72, F 0%, \himE
R R OFEMSS [5%h) S0 TFEZ) LHFEShZHDT Y — FOEIEE, 250901 #5280
T 96.0% (239/249 ) | 251101 HERIZFWVT 96.2% (2526 1) TH 0, 1 [EX T 2 BHOEET
1At S i T v — RO S, 250001 FER T VT 84.7% (2117249 ) | 251101
BRiZIW T 88.5% (23726 ) LimWMEDHRLN TV,

BT, AEOILMBRC >N TITHEMEWEIS TR E S TEY, EmBESRED L
Ll LT, Fm, LTOORTG@IT- T HBHEIT 277,

@ 1ol v Y — FiZxd 2B E5EEKICOVWT

250001 BT, 1 EBSGI 2 BMBREHOHED [HH) LETHES L0 e$, 3L
FEREENTWAHMZE Y — RAEEDH LN,

i, TAZh DEEHESH TONRE L, HIOBEMREMTON AL SV THEEE I
MRS, RFEEIILLTOL S IS/ L,

AE L 2 B BEEEOFEMS [H%h) Tholohhhbbd, BESERIVEEAZHMT
B = iR, 3EHES TE T4, ARIRE L 2MF 2 44, SHEIEES 1AL $TH o7, FIREIXE
2EIR RS OFEMS [HH Tholc bbb 3 EL EORERThNAZER & LT,
FIX 8 0 BRI 8 5 42 0 T ARG 02V TIEEY QOL Ak S, HmBRC ik, @i
DAEFEPHATE 52X 9%R, BIREOERPER2ICHET L ETRS 4R T 2EmMEH 5 Z
EWRFEZ NS, T, MM ORBERGE L LA EmR S RS HET 2 0ORNETH L=,
REHBPE A T &2, FVIOI WL FIX (267 461 e EF— %2 RATAHAREFCBTHRE
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S TEY (Haemophilia18 :554-560,2012) |, AW T H[EBEOMERS H 2 WREENE Z b
B, THAHOIZENG, FEE 2 HAKRGEOFMY TH2) Thormitbinbnd, &5
WRE SRR E L N5,

HRRIL, MR IC kT 5 EEE E AL D A HmEFoIEm A AR L LR GICo0W T, e o
BEIS D0, BRRFORZOERE, HiOM L RE, BEORRERECLY, REES
bl A (a5 F TIREZKET SRS B 5 L OB, £, #IEXE 2 BEiRE#% 0o ki &
flizs TR%)) ThoTh, 3EULEESATZHLT LY — RO 6L L6, IEMAHR L
KEEE L OEEF SR A TR TS5 L0 TR L ORBEORINL, BIRFEL B 5,

@ IEmPHROFMHTEICOVT

250001 FEE MU 251101 #BER o BT A LM R oiEi., TIEmASER S B4 (at resolution
ofbleed) | TITH Z & LEESNTCEY, kIE CIE LAREREC X 53 IR0 R 5 S h
Bz, 7wk i, PR CIlkmAER S TEY) Lano ey — & b E T 4R
BanT TGgsh Lanfzzyy =R, witht TEHh) S ans,

HREIL, AT 0 7 AT Rl MEOETER, o misEEE R 7 ORREEIC BV TR S
TV A PIER 51— FEREE N O (Blood 98:3600-3606, 2001, Haemophilia 13:233-243, 2007, J
Thromb Haemost 10:359-367,2011) L x84 | 250901 3B K U 251101 BRI BWTid TEm A &
B S AV TR A Z &Y L F AR - BBl OWT, REEICHM A RS, P
HEATFO L 5 A Lz,

FEOEEFERBR I B THER Lk m 2V RFEM 7 ik, thomAZminiE s ThER IR T
WAFETHAH, kmERE ClorEeRER L, SHimoRE A, EEE. SREE) X
O, &9, TEIR, EEhRIR, BUiSE o BmER S L TV A 0v5%, #HREOWREC L~ T#RES
WREMED B A 7=, kMR & OBEENRERERBET L O TIThWEEZ TS, ok, KK
5% 12 RO 24 BREFES O IE B R IZ- 0T, REORFRERBIZBW CIEER 27E -5 T
B0, —fOHn =/~ FZRORERE Lo TRy, Y &0 < FEfiiE
HLERD,

iz, LITokyic8E15,

ARRT 4 Y AEEOEEFEO FIX ®ANLZ B30Tk, PIERSE#oIEnpEFhEIz L0 FEfSh Tw
% (THFLL L] 85.3~95.0% . Haemophilia 13:233-243, 2007, Haemophilia 17:439-4452011) — 7,
AETAED F T E LR SRS LS IR RO R B L0 FEl S ATy A 250901
B Part [ IZBWWTIE, RAEE AR T 4 7 ADEREET 0 7 v A NVBEETH D Z & 2R
TAHAZERARE SN TWALOD, BIRMITAEOIEMHEOFEMIT S>WT, _R7 47 A%
B OTEEFEO FIX A LR CFEli F AR E L, DROBEEAZEIL LA TEE, LR
FRENSTEELD,

3) FHRREREOHHMEICOWT
gL, FFolbms A & Uiz 50FET 20T, LT X 9 ICWBA L Tnd,
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251002 HERIZ W T, FlT R OFMEIC B 5 R E 5O FEDT 4 BEFEOFEMEE (3 4-
10) 12X AL Rz X 0 FF M Lin, FHS A oAREOEEBOFRELKFH (PPAS : N=10)
(23T 175 Wikg (BF : 134~296 IU/kg) RUVHFNT (N=3) (23T 138 TUkg (&6 : 55~
203 IU/kg) . Fifrfé 1 H QLG OR GREOFREIZRFHT (PPAS) (ZBWT 1217 [Wke (i -
415~2965 TUlkg) M TVINFMTIC BT 215 Wke (#PE @ 55~601 TUkg) TH Y, FirofEE, H
MmOFEE, ROVAE FhERERE OEE 5 A2 BB L CIRE S, AW B BFIZBWT
W, PTRRCIE FIX OB VATH A Z &, £i2, kRO, KB 11 ROV R
3feTT [FH) i TAY) Thollbhn, FMFRSIC BT 5 REORHEINIGF T
HEEZD,

kgL, REEOMRMATALE,

4) HinOFEEE EE L LB 2R 0OFIMEIZ2WT

250001 HERIZIBWT, FHIREFIZ BV TR L2l o B &S5 CERHMmE# (ABR)
RO, R 58030 5 ABR BEH S, RO BRSO FESETT S, BEE
FHid, ERNARESEOEDECOVWTUTOL S ICHA L TV 5,

FHREHO S 5, 3 1A UL EREOEME & 552 0 - #E5E (56 i) ¢ ABR @i
1997 A & (6 : 0.00~234 [ A - &) THY, BECHILEERES 2 FEh L O HiE
7 ABR (iE? ABR) @ 8LE 13.0 [a] 7 A - F (FpH : 0.0~700 [\ A - 4F) L bhle U O
L7, b EEE 14 40 ABR O fREIL, 2700 A - & (& : 129~73.1 0 A F) T
&0, ATEHEB 46RO ABR O BB 17.0 B A - 8 6 0 12.0~36.0 B A« F) Thoiz,
EHE 5RO ABR I, MBS0 ABR &l LIEEWFER TH -7,

iz, LITokyic8E15,

250901 FERIZ W T, 3 A LU EARIEO ERIN 201 5% 32 0 7= 385k @ ABR (1.99 [, A - 4F)
&, SHEEBRE ORED ABR (1308 A F) L OB T 47% DRI P RENTEY, £z,
ANRT 47 ADEBM RSB THRE SN TWA ABR (3.11~3.7 0], Haemophilia 13: 233-243,
2007, Haemophilia 16: 460-468,2010) L@ 2 Lot MmO TR 4 BRI L L 7= A2 o E1inY
B ORETHETE S G0 LM L,

5) HAEAZLM L 28MICBIT 5 —EfEiconT

MR, AR B B & ST FIX RZBE OEFPAYE &, i ofFEE, 1k % O i ani)
OIEWE =1 2 7 FEORRNE - ARERENZERIZ N TE, BRAOZERIT IS WEZEZ S,

gL, 250001 BB CHEONERARICEA LT, 28 L HRAEATOFDEO—BHEZ o0
T EZRD, HEEEIE, UTO XS ICFHA LS,

R R RO R 25 T3 T TS ThoEERRBETHS—F, 2MFETOERET
b 73R S s il Y — R oElE I, SRR SRR L CHARARR BN TES, £,
EHESEICBITS ABR OoF i, 2EM L FE L THAAEBH I CBW TEWEELZ L
(F4-11) , ZOFEHICOWT, UFO X9 I0EL5,
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# 4-11 : 250901 FRBIC T 5 RS (FAS)

HrEIEE - B = AEH _ 45|
(&%) 3 Fﬁ%J}W&;iﬂféﬂfcﬂjmlEy s | 9200 (268 ) | 900% 230210 )
2 EE TORE I IAERE N - -
LTt Y — FOEE 5 | 53.6% (15/28 ) 73 | 84.7% (211/249 #)
ABR Dl (SME. Skl T ARG IE O A G

* 13 AL EEREGEHE RS A T ERE Y

AARAERICBNT, Fil, FEECSHOFE, B0 aHOFE L Mk o ki &
FCE T L7m R B R T ABR & OBEME, WEONT 1 ERY 720 OFREOR A S ABR ®
AR DT L7, BIIEIRR D ol dofz, &S00, BARAL2BHOE R T %
HWlet 272, EEO7 A —% (Fif, FHEREMERSE (IUkg) . EAEEOEE, FH
FI7e4% 5B 5 1 MY 720 OAREO EER SR, A7 ) —= o SO EBEY G068 L T
RGBT A ABR, EREEZE T2 8 LARWERIZET 5 ABR) (BT AR HEt EOE
FHEAT -0, HARALSEMTRERERIIA O N oF, F2T, SHEAWERE 5 #
D5 H, IR ICHmT - WA L LR D giERE 4 5 (LAT, #EBRE AL B, C
BUID) ORERE L BT HWT, FEMICRH 41T o7,

WA AL BROCIE, A7 U —= 2 ZBpicintER e, Srigice L. [
D ;a0 -5 2R OSGHHES BV, GEMEEER M L T, BBE AL, TRORBIC
 LHIARBE I L TERE ST A~ P E A ER S, #58RE BIiX, K

wmE ommn ik s e s B8R L 225 2 Lawd sh oo G
I ) T, B C G, Part

I ZMETOFR 1 A 3 EOHME RS T Y, BEHBEOSMANCENmEN s o7 &%
ZBN5, SEHEHRE A, BRUOCE, WihbEHRERIZ, ik Tz 3 EL EokE5E
TAHMMT Y - R E TG, BBRE DI, EHEESAA L Cesi, [l e, 6
MR, R OGS IHEL R L Tz,

bz Ens, HARAEHA T 2EM I LT, 2 B CoHEClhimadEk S h ~Hin
L — FOEEHE<, ABR BPEWEMZA UARERE LT, HARARRFTIZIEEOSHES
BFL., BHOMFAEZER L TOHEEASEL Z LB —20ERTHAMRENZEZ OGNS, L
2L, BRALEEBREEHA IS G SbmAE ( [FRH) i Tz ) ZREE (BFA
929%., EHEE 1 96.0%) TholZ &, MAR B BEORER VAR THECHNEN: - AR
BHEROERPWEZEZ DN A & BRICANMER UL 2ERTHE TSI TND SR T 1 7
AL EHOEYEE S0 7y A NBREBETHLZENTENTWS I L, W ZHE T FIX
A AN REEICBWTHARERNA THIMERE Gt ZERN LS LoREFFRO e n
ZEhh, BAAMER B BEICEOTHAAOEMAR RS KMo kA B L=
BizB 2 FMENHIFFTE 5825,

BRI, REREPAEM LCERET O EORT T, BAEA L 2EH L OEFRD S

Ao, SHECIFEEOBE I SN TR BRI L 2 S 2 ANARE S Z 2 A
Lo, Fofho @S EFER S LT, IEREioBImEE | FIX 8B - X A SRk, jaws st
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5 RISE OB RINED 2 S Tniud, & 0 BF ORI W TR 035 7 & 7= ER
VB 072 LB 2 5, 250001 BERICIBWT, TR it TR ThoBgiZAAAERAE
SHEM L TRBECTH-2 (R 41D b, HRAEHOBD = ¥y — Flzxrd 5 ki 23R
TN T 2 E TSR o7, — 0, 3 H UL E A B e iR 5 A 5 0 R ERE O ABR

2EAICHATAREAER TEWETH 724, BARAEBREOKT 4L RENTH S
., EHEI RS BT AEMEOREICH - TiE, RERTOFNMmAERTAZ LR Y T
Ho, BRAZBNCSH, EEOFMEEMFECZ A L L, 272 L, BHARAEDHOEH
gD TIROLNTWAZ b h, SUERFR ICBWT, IbmE TIoE LR 5 E KL, ABRED
i 2/ — FIZBE T AR RO IERNET AVERHLLEL D,

(3) &2HEITHO>WT
1) BEFEO FIX BAlcVWTHRESh TV 3 FFEERICTONT

EEARHEFRSIE, 250001 RERICINT 46 5 8, 251101 B2 C 3 ] 4 . 251001 3
ger -7y bA7 ([ EDR P £ B ohsn, TR bIARIEL
@I%Fﬁﬁﬁ&i%‘xﬁénta H7m, st #gickw i, T2y A7 A I EL IR
H) $CEERFEERIIEID LN TWRY, Fofh, HiCHEEEMEL 22 L5 hHEES
e bfb%;h,fmnofzo

g, ARoZEEIC W T, AFWEEZA D50, BEO FIX #BAIzBNT, A e
F—DRB, avr, TF7 4 7% y— MREFOMBERMEFSRIRESINLTNE I LM
H, INHOFEFORBY A7 IZOWTHEHHAEZ RS, REFITZUTO LS CEE L,

250901 BRIV T, 3 A H UL EASKO BN e 5452 07 56 Flefl, 251101 HERIZ W
T, 23 fAlF 22 A5 50 MEEE H B EAEORE A Z /2, 250001 3Bk, 251101 B, 251002
BER (R 251001 RBIZBWT, #y FAT7HETILFIX A e EXF—OREEEEHONT, Fi2,
va v, TF7 4 7% -RUEERLMBREREES LD bNahorz, $£7m, BEERS
Th s 251001 B RO 251002 Ao CH | E A T v ey —oRE, ©
3w Z T 7 0 xR - RUEELMRERERSEE O, EERBIERIIHE STy,
LAl 2R EDOFERICOWTIEAREOHERBRIC BN TERED b TN O 0| BEfFEO FIX
B RERICREB) A7 IR ETERNI &0, BATEZRCBOTEEREZIT S,

BT, A e F—0ORE, vavs, TFT 7%~ MRES0meEREESRIZD
W, I XEFCBWTEERET A ZLITEYEBEZ 25, Fo, A e X —BREA LM
AR B BFIZBWNT, BBFEO FIX 8AIE BRI T T 7 0 7% 0 —ROT VAX -G &50FT 5
ZEBBAH L (JPediatr Hematol Oncol 19:23-27, 1997, Textbook of Hemophilia I edition: p97-100,
Blackwell Publishing, 2005) |, WTNT A » b & — (2 L AT REA O = ic RO FEICF 8L
B2 BWReERH DL Lnn, A e X —RECETAERIIED TEETHDL EER D, L
o T, HEEE S ERD ORERBSHEIERTZ BV TEBNZERFEIZOWT, #Y-D
DN ERREHG I ERIR M AT O MER S D LB X D,

2) /MRITBT BEEMEICOWNT
FREEH L, REODRMAR B BEICITALEE2MIZOWT, LTOLS @B LTS,
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251101 HERIZBW T, 1 LU LOBFEFSED O HBRE OBIEIL, 6 mAROERE -
BWT63.6% (7711 ) | 6 LA L 12 EAEMOBBE 2BV T 833% (1012 7)) THY | 1258
~63 MOWRHT BT AFEFSEORREE 507% QU3 6) L oHEENE -7, 12 B
BN TREUEXI VLA HIIEEOONEFEERIIRBEE I CEET 2FELTHY, ER
B, BIFEALK, VAL AERERE, BR Tholr, ¥, EELEEES (A—EMICER
Peon B E R R O I PRI EES 1 . EREE4r 148 1 ., ROBE THm 16 1 484) 2GS
NTChEHE, WTFRLERELOREMETITESN THA FIXIZHT 54 e EX—OFREE |
PRV E SR LT A L DNROB TAHAOZ2ME T 7 7 7 A TR DA IRE N TR <
12 WA OEBREF LW T REOINFERIZRGFLEELTWD,

Bdd, AN EEERBOSE» 3, MRERAEOBICZENT o 7 7y A AOERID
ROLNBRNEOEERSL, LA LR S, BREATHELNTWS 12EERO/N RO a0k
WIXREW THS Z &6, EToRERBRCUERFZICBO T SR IEREGIET L2
ERHDHEELD,

(4) 2HE - BRITONT

IS FIX G 2% LA TomAH B BEZ R E U, Hilkrolbm 2 Ba L LAk 5,
FifEEOIEm 2 ARy & Licfks, RUBLO T4 By S L 2% 528 2 Bk
L, AR RERTWAS B2 5, AEOWHTIC LS IEMiEGEOEREAME M ITEED
FIX BL# E FfETdH 0, AR FIEMEEEORRED 1 28 &2 5,

Zhae < DR OIS RICET AT OV T, WEEREE - SR TIE, TImAR B (GeRM M AFEE
BHE IXHATRZE) B 3 Tn3, FIX REFEC DWW T, BERBCETEAANSNT
WhWERMEMAR B BE (BEM FIX RZERE) LR TLoanRl o EfRESH 5

(Haemophilia5:132-134, 1999, Haemophila 17:712-713,2011) , HFEBFIZOWTIL, A/ Y EEH
—AMBIENR ST, mAREO FIX BAC X5 1miEEICEI 2 TliEREHD 2 L

(Haemophilia 11:510-515, 2005, Semin Thromb Hemost 38:447-453,2012) 76, FFEZ DWW TLE
ELOVEEIRA LEZD, BEEIr oV T, BREMARB BE T, T L Tithh b,
IBIER , FEVENESE, BEIRA, R M O RMRBOIBEIC DWW T HEET A0 ERHDL LD 0,
SEETEESELUET LTWARETHL Z L, ERMEMRRFEED D B3, RELT
WAHERBRFOMACLD A @ER T AL WO ER 2 T P AEREORF LRETH Y,
FFKME L BFRMECERME LD R 7 0BT RWEEL A, BIFERR CHRAMEAHE S
BB LR, BREMAR B BECH L TOARESHG T 552, B DEE M
WEEERE X AR ZEF BT A2Hh@Em ok LT25 &P EEEL S,

(5) A% - AT\ T
1) HmROIkmE HEE Lt REBRURNFRESICET 2 HE - HEOBREIZOWT

I EEO 1R 2 BEY & LB R ORI 5 B3 2 Bk - HEOREIC-DWT, HEEHEIT
LFOXIIC@mBAL TS,

250901 HERIZ BT, MBSO R 5 &ik, M oHBeEEIC XY 20~1001Uke Z#H& 575
ZrEHESh, HmMERCBTS 1 BN 0BSERBO P REE 499 [UKe (FiH @ 25.5~1498
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Ukg) | T —F1 #4720 OREEGEREOTIERL 62.3 TUkg (#FH : 25.5~372.1 TUkg)
T o,

£/, 251002 ABECIE, PiliEORE L L, FIXIEMED, RPATATICIE 80~100%. /NFHTHi
(TiE 30~60% A MRS A L R E L, FINPRUFRELAUESTERT 5 F T, FIXIEED 7
TP RKFWT 80%, NFM T 30%EMEFTH LS 8~ FMEICEET AL OAEL T,
KRFWREOR S BO PRI 175 WU/ke (80 : 134~2961U/ke) . /DRI OR 52 0 f it
138 IUkg Tdh =77,
PAEOBEBERERCMA, <327 07 ZA0RE - AROTHEGEE LT, FEAREZL, #@% 50 1
Ukg &5 574, BEFEOWREZG U CGEEEMT S 288 U, FioRkEiz >0 0L, Bk -
RECEET AR EOEEOE I, ERAAORFOTA F74 28B4 55 4%0R#T5,

AL, PET ORI ANTREE 2 5, £, HnORESFHH RS’ B2,
EMEIC L0 ERRMIL AT LA BETEE D,

2) BB 2ESCET S HE - BROBREIZOWNT

REERFO AL - HEIZ BN, EHi RS CET 2 HE - BEE. Mo, EEdaREics
WCTERRR, ERNER CHEEENCS D CEERT 5. £, WELRIZRE OREICS
CTHEHWKT S, | L3 TEY, HERECEGEEC SV TERPATHEI NI L
i, THNRRECHETAHERERHE HRIZOWTHRMAZ R, BEEEELTO X HIZHH
L7z,

12 el & xfg b Uiz 250001 3B O EME EEE Ti, 40~751Uke &, M 2 ERE (RE5 R
VOEEARED 4., FHIREIIC ST S ABR G, ARIEBBMATOME L O ABR & ik L TR 23
b, 3 PR EAREOESMREEZTIEERECESTS 1 BHE2) oRkEEOf R
i 50.48 [U/kg (HilH 1 39.96~62.821UKg) . 1 #2472V o045 SA4HPE O tPoufilid 1.8 [5] (HiPH @ 1.5
~19[E) H-oi.

12 mEAhg O BB A w8 b L 77 251101 B8 Tk, 40~801Ukg % 2 [0z 5 (% 5-R0E 308 el
o, M2EULEETS) S, 1 ENAZY R SEOPREE, 556 [Uke (#H : 43.0~
755 1U/kg) . 1 Y720 O GHEEOPIEL 2.0 B (FEMH - 1.8~221) Thol,

LR Xv | EHECRE T A5EOMERE - BEE, S0 Uke #8 2 BEfRETHY . HEHR
FiT 12 mARmOBE TIE40~8010/ke, 12l EOBH TIZ 40~60TUkeg 2 E X5, £, WE
U R LA R ORI K A SR naw, A - ARTBFOREBIC D VEEHERT S 2
EIWVBELELS,

BT, LTl x 5,

i B & BRY & L7z FIX A o @ R 248 51200 Tl BRRI 2 mA w0 B 1 2 (i
S A O A IRIERE T A B 74 > (Haemophilia 19:e1-47, 2013) | KEMAFEH=OES
KUOBFHEMZEZERS (NHF MASAC document #179, http://www.hemophilia.org/sites/default/files/do
cument/files/masac179.pdf) | TEEMAF T - ¥ —[ERiE (Br J Haematol 149:498-507, 2010) ) .
ROBENOMERAA K7 A (Mt daF 24:619-639, 2013) (WBWTHRE S 25 #52sh
TWa, £io, BAGBEOEEREIC LS L, R 1 U EoER R EOFEmKNT, B9
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200 3, 7a L2294, REA e fllME SN TEY (MESRERFESENE P25 FEH
HE) | A TLEMWRESENERINTWAERSL S, AE IO T, BAAEET 2509
01 BRI 56 i, RO 251101 3ABRIZBWTC 22 ffillzxt L 50 BRFE H £ 0) Lo m in i 5 48
ZEICIThNIEZEnE (T 3) #&FiconT) oEEsR) | BERBORECE 2, B
Bt 12 LA L ThE 40~75 TUKg, 12 BEARNG THE 40~80 TUkg O#IH T, /=, REHEEIIHE 2
E&THE4RETHIEITAREEEZLS,

3) EHEEEICONT

SR IC BT AL - HEORTIC- T, BEEFE. UTFo X i@ L,

250901 B2 BV, EEhEE — b (Part I XU Partlll) Tl 4ml/4y % 8 4 2Vl E G5
TAHZ &, FEiz, 250901 FEEO Partll, 251101 3B R T 251002 RBIZBW TR, 10mL/4r % #6 2
IRV TCAREDORE AT 2L ERE L, ZeECFCMELR RS SN2 s, Bl -
RAEZBWT, NomL/aaBELRWEE THEATS) 2L EHELA,

gL, A - BRIV T, BHEHEBORE LR, NomL/aE B e WElE T &5
HEETHT AT ANRREEER S,

PAE® 1) ~3) OBRSTORR, SBEE, AEORE - HEFU TO L ICERET A Z LY
EEZL,

[Hit - HE]

AH F WA OFEREE SmL TEHEM L, BIRNICIER T 5, 2k, 10mL/ &8 A RV TIEA
TAHI &,

e A ETEE, (KE ke B2 0 S0 EBBA L7505, BEORREBICESCGEEEE TS, &
7o, RIEILAS T A ORISR EHERT 5,

FHRICRST 584, BHE, FE kg Y20 40~75 EFSHEAIAZR 2 @RS L, 12 BRED
JNRIT L TCERE 1kg 24720 40~80 EBSHEAL &M 2 [AiE 545,

(6) BUEIRFEHR DRMEFHICOVT

HEFE L, AEOBERFEFTICOWT, UTFOL5 23 L TONE,
FEOREMERFEET I BT 52X eERCHEIAEETSZ 2BV E LT, BIEEFAEA
30 B BLE I & FIX BUAIC X 2150 5 2 B (PTPs) T 1 4R IR O 7V B3 (PUPs)
TH2EU ET 100BEAEECE L, ERFAEER L LTFIX A e X4 —ORARD, 7
FI 4 GHR—REOEERT VAKX - RIGORBANN, IiefEESo RN, WO ERR
(CE KRR A EOEE RN F oLt T A ERFEEMEOEBEFE L TWA, B
BERE O 30 AL, AT 2 MEHE TRES o= THERES R BT, ERATReE L%
BLTRELEL, ok, ATEHEIL S FLHBELTHWS,

R, UTOXIITERD,

HERTFEEZOLRHEER S LT, FIX Ao EX—DFRERM., 77 4 73— YOE
SER T VAKX —RISOFEANN, miettESEeoR AN, ORI B R R REE O &
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BT ZAHY A ERBEEIREL TWH 00, & X567 ROFMGESKHE
PR O YMEIARE TIE W E E 2 D, REDERARER TR Sz B AR ERIIED TR S
NTEY, FROERBEIZ BT 5 FXEOREFRIT VN2 Lob, BERTHOFAETEHS
iz ZEEFERE . BERBICB T R 2tEER L L, EAEETICBY 522 af s
HUENHD EER D, Yikal & m O 2R 2 L A D E RN O BT W T
THZ EOHEEERLD,

I, AT & 5 RBHRRECHRMNT & RORHTR 23S IR R & U D15
HEREFRBET CTHY . TOMRROEEOHENIETRE 2) THRET D,

. RETHE
ftﬂéht%ﬂiﬁ S, AREE O M EEE 5 IX E R BT B A il R OElic xS A3
tEIfr S, TEMEEAFFERELE B A5, £/, £FDL, EERSE XEFRZEECBTS
Hm B T Ol 53 ATEERINEE D 1 & LT, BENEESRHD B 25,
R, AE, Ze R CHERFTEMEFTIC >0 T, EMBE TS oo taiTorm LT,
FroBEEB 2SI T 556103, FRRREAR L TELIARWEERD,
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EEHE

TR 269 10 H 6 H

I. HegmB

(B & 4] U A AFER 250, FEEH 500, REER 1000, FEER 2000,
R #F#HFEHA 3000

[— & 4] Jrars Hew EETHEEZ)

[FR & & 4] Ry AF —RRA S

[FREFEAH] PR 259 12 A 26 H

0. FENE

P H#ELOFE OB OEELEFREISSRGHEE (LT, g ) kU a2EEOMIRL, LT
DEBVTHL, BB, AEMBBEOEMERL, ARBELHBCOWTOHEMER) S OH LH
Birgox, [EELERESGSEECBTAEMEESOEMCET A% (FR20F 128
25 HT 20=ERS) OHEFEICLY, 46 L,

(1) APHEITOWT
1) HmkREoikmE i E L EROEFRRREOFIMEICOVT

250001 FER KON 251101 3BT, HmBrolbm s BEY L LR S 0R/MEC ST, Fa/NC
RE ST E BEE (R 4-7) I ESW TRl =7, bR R OFEM A TS ST TR
) LHEShAERLT Y — RoEEE, 250001 3BT 96.0% (239249 ) . KU 251101
BT 96.2% (25026 #F) L WiE &G ITHEMENEIG TARIE S TS Z Ehh, BT, &
FEORMETHIG TS L LR Le, k7, FilihPROFIREZCRT 2 FEREOF DOV
Th, 251002 #BE (KFW 11 HROVNFHR 38 OFFRMG, FEOFIEITHEHTE 5 & HM
L7z,

LML, HEFAER L s,

2) HOFEF%: BER L LR 2REOFMEIZ>NT

250001 HERICBWWNT, D PREEZ BRI E LU TAEA MRS T 58055, 3 2HL L
FEOEM 25 20 o E (56 ) oFREBMEE (ABR) OFR{ET 1.99 A - F

(#iPH : 0.00~234 EA « ) THY, SPEHERE OMED ABR OF 5 (13.0 BA - &)
EDHRET 84 7% OB R &N, £, SR T 4 7 AOEMPGES BN THEINL TS
ABR (3.11~3.7[E], Haemophilia 13: 233-243, 2007, Haemophilia 16: 460-468, 2010) - 3 RN
Lk, BT, HLO T4 BRI S LARRO T fy k505 iz i o2 A2 L o & i
L7,

AL o oML, $MER X iFahi,

2) R2H#EizoONT
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g, RHSnER» L, AEITETR LM Lis, e, A e X -0RE, e
v ThT 0 7% - IREFO MR ERERERIC OV TIE, BEIFEO MEEEES X HF (B
T, IFIX] ) ®HA &ERERIC, R EFECBNTERRE TS ZL0EI LB 2, Bio, 1>
L -RBEICET AERIIED TEER OO THELLERZDH LG, HIFEFHEEETO
BR A a0, MLERFER BV TR O AERIC 2T, B0 h T BRI T SR iR
PATOMEBERH D LB,

LLEOEEOHE L, FMER LRI,

(3) 2R - HRIZONT

L, tRH SN BRREBROREDN &, FEOBIREIA & 3BEF O FIX #A| &R TH
N, FAEITIX RZBEICHT HEFRBREO 1 2&F 2072,

F AT, BRSO ST S iR B B L RER D, BREMER B By (B
KMEFIX RZBE) [ L COERESIFTE A LB, BT, RO - 8% [k
ERIEF IX W RZ BB A Mm@ ol &35 2 s & L,

LA Lo oML, SMERIC LY RS,

£72, BMEENG, AEOMBEMTIEEED FIX 85 L F#E LB 2525, 1HEEO BRI
W25 LR EERME L VOB LEREH L LOBRIBHENZ,

gL, BEE - DROFTHEIC OV TR L, BFEE T TMEEES IXHErRZBE ST M
A OB | (CEET A S EE L,

(4) A% - ARICoNT
1) HmROIlkmZz B e LSRR URNNRESICHET 2 HE - AEOBREBICOWT

T, 250001 RERIC I WT, HIFRIZ 330 A 1 [ 2 0 OREBEO R REEN 50Uk Th
272k, RUBEAROBREFHEEZ FIX BRI TEHEL 2T 40 7 2B T ARk - AROFHH
G, MMEFIZEET 5 1S okEE%, BE, 50Uk &9 52 LiZ= AN ATRE &l Lz,
T, YHEEEREC BT, HmFCE S 1 EY -0 oR 5RO L 255~149.8 TUkg T
BY . B REC L ORERAFHETALEENTWEZ G, BEOREDND
THEEMMT 28 2#iRET 52 & L AATHE & HHr L=,

£, FiioRE UHFRE - KPRl CXARERDBRICOWTIE, BHEIZ L FiRElt
AT D 2 &S] L HI L7,

LA Lo oML, SMERIC LY RS,

2) EHRREEICETSHE - AROBREICOWT

gL, 250901 HBE R TR 251101 HBE O EICES &, 5T 12 Ll LT 40~75 1Ukg,
12 A Thd 40~80 TUkg OFIPH T, F7-, BHHEEIIE 2E T2 525808 T 52 &40 EE) ~
W L7z, MAT, AEZFHICRET 2B OREBBO B L 4T T720, RAEICT
250901 B KL TN 251101 FRBRIZ 0 2 FHan e 5 R A FHIRMH T 2 0 8RN B 5 L H 2 7=,
AL o oML, $MER X iFahi,

F7o, HMEBE» O, 12 Ll bE 12 AN TR S EA XA 2Bl A F gt L= 53R
WEOBERPH S, BIEIE, 2Rl A s s Uiz 251101 BBz T, BEEEORT
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FFEOHERNESMEVVEBIAED LN TWAZ LD, B TECBNT, JMRECBWTIT
B LD LEWRERECYHER OR S S L R AN S D B AT E Rt 5 L o H
FHE T L. REEFITEYNCHIS L.

3) ESEEEIZOWT

gL, Bk BRCBWC, BERABOR T LM, [omL/g & lE 2 2 0iEE T 54
AEHEET A 2 L3 ANTTRE & L,

LA oo, SR L s,

PLED ~3) OoFMESC BT s&@Emc B E A, T, Bk HEFOERHZUTO L9
EHET5H L0 HEECRET L,

[RERUCHE]

A F B OFEMEE SmL TEEAE L. FRIRINICIER T A, B, 10mL/Ar AR AT O E T
Bk,

W, 1 EMEE kg H720 50 BERMARET 50, BEOKEBCG U GEEERRT 5,
TN CRETABE, BFE, FE kg Y720 40~75 EEBEAL AR 2 @HRE L, 12 mAR O/
Wiz LTI E 1kg 24729 40~80 EFEEAr 40 2 HR 55 5,

NREA~DiEE]
DRZFZBWTE, BE LV LEWREBEVHEROERESEBEE N R AMRENEL -, 'S
BEEUREHEOHAGIIC >N CHERITTAZ &,

(5) ERSZ VA7 FHE (R) ko T
i, FE@mE (O o To4 BECETAER (i ﬁﬂ%&@ﬁi%ﬁ@ﬁﬁ®ﬁg<%

A ORERE > (6) RS TR OBRTEEIZ OV T) OEICEH ABHTOR R, R0 i

éhé%ﬁ@%%ﬁ%iﬁ? B oEEELEIELITET 5 2 &%H%&btﬁ%&ﬁﬁ

HFIZ WL, AETHONZEEERY, BERB BT 222EER S it L, FHEE

TBI AL 2TM T2 UERLS S L2, 77, N Mam e riic £ L, 7

e AERINEDOVLEM I ONTHRETT AL MNELE L,

Ll oEEOHMIL, EMERIC LY ST,
o, EMEELIE, LT L3 hBRPHE A,

o AEEOERMBFHS, AMECE L TARERSA LB 22 v, L, 250001 REEZ
BifousE 13 H 05 HbEARARBREILSHTH Y, BARANRE L EAEBREOERICS
WTOERICITIRRS S D 2 L Em, AEBRICBWT 3 2R U Lo E IR R E ST
EHBREO OB RLEWVABR AR LEHREPHEATH I 805, HHBERAE
BT, BEMEOLLGT, BEERLAREOFIEICE L TRRERIR Y £ { DIFHENE
TAHZERMELZEZD,

o {FANEMEICBN TR, AEELBREMAR B BEIH L THER LEEOERIZOWTS
AIREZRR VW INE T HVERH 5,
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o fHAKEHEOFEIZoNWT, Kt AR THE L R BEERINT A Z Lz, 2fE
Al Zxtge 3 A%, ERAORBIRAAST AE2/NES{TEHEITRTHIENEFT LNEZZ D,
iz, CHASOBRICOVWTHREL, RA T RENESTAH LY RTRETV, FHELRE G
VIRTHREZR IR O ARSE A R 5 & du 7 2EF F gl U CER O B8k 21T O A EFHE ~ 0 E H ARG
HI L, Fim, YEHECBWTIE, BREMKFE B BEICFERSLFEELED T, BEYR
EOAREOEHECHETAERIZOWTHARERR O FRINET S Z & REEH IR L,

MEEEIT., UTOLSEEE L,

BUEIRTEZ I FTRE 2B B ANET 5720, HEOBABE LN EREREIC B TAREESR
BEESNZETOMHEERE X BTREZEEZSSICEGERTHAT S B+ 5, £, Y%A
B CHER S 30 FIEE SN B, BRIFRBRIC T 5 TeEHR L OR: b &0 22 a3
FaIT, BRHERNEDOVERC OV THRETT S, BRETRRUFREOFIMICET28E
HAZSWTH, YT IS THERINET 5,

L, BRI B aRED ) 27 FEE () oW THE, # 1 IO TZEERHFHEE
ROEDHECHETLBHFHEELRET H 28, ENTHE 2 RUR 3 I0m7 BMOEELGNZ SR
PUEEN ROV R 7 /MU iR Bl & Fhid % 2 & 250 & Hlr L7z,

F1:ERLY R EENE (B) 0B 5 RSERNEHERCA ST SMNEH
ZEMEHEE

BEEDEHESALTRAS BEAREENY 27 EEp AR
mEaL cvsvr. T4 TR~ | EERL

s A EE R DA

- M EHIE

BT A RFEE
L

#2: ERL)AZEEHE (B) BT 5ENOERAZLEEFEERHR Y 2 7 BAMLEROBERE

IENOESRE L e EEREE EING U R 7 HaMEiE S
- MHREREE - MHREREE
- 1 A AR

® 3 ERARSMAEHE (B oRT

E1:p HHAZSETIEBE 2 FEOESMEUE S ORER
WEFIE TREESTR
MERE MEEES X BFRzBF

P FIX #F)i- L A eBERECH B EBEZE (PTPs) | 1 £/ ‘

7 FIX BA)i X AR DR VBZE (PUPs) - 2F3L 10088 A E
T EREA B 30 1
FPEEE BEER. 822, 9k

(6) MBIz o>NT

g, REOBRKEUEE RO T, BNERESLZHEEE (M) a7 Frl o
(TNBP) . Triton X-100, Furin R OPAEMHIRERE) Ov v M7 — & 2 LR, FE
R OLR o MBI SRS T D S O L HIE L,
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. 4RI & 2RBRMEICHA T & RRHO R 2 3 S R EDRS R B CHRR 1t

1. EAMEEE WA R S5m0
HEEOREICESSARHBEECRII G L TERmC L AMESE R Lin, £

FER, BHSNEAERBERCESNTEEEITY 2 LT OWTEEIE RV G O & BRI TN

L7,

2. GCP RHMEREFITHT 2o 1l

FEEOHAFICESSAGERBE IR &R (5351-1) (2% LT GCP FHFHE 4 Fhi
L, FO/E, HESNAAGEREERICESHWTEEZITY Z Lo THBETI RN LD L
P oI L,

V. A&

lbogEdkrpkd 2, HBIEL, TEoRBREEEM LELT, e - DREROHE - BEE L
TOXWCEmML, KRLTELZRALWENHIGT S, £2, AEIHEGIRSEREERTH
AHZENLHEENEIL S £, RERCEAIIFEE ZREONTRIZGEYE T, Ak ki
mICFEN T S LT A,

[ZheE « Zhi] IR 85 IX A ¥R Z B 238 2 H i m o fpii
[H#E - &) AR & AT OB SmL TR L, BIRNICIERT 5, Z2ds, 10mL/43

FEARWVIERECEAT D Z &,
WE . 1 EEE kg H72 0 S0 EERMZRET 505, BEOREIZE T
THE BT 5,
FHEC RS T ABE, WE, (KE kg H720 40~75 FEEHALZH 2 B
B L, 12 Ao/ NRITH U TIIRE 1kg 2472 Y 40~80 EPEH(r 4
2 Bz 555,

[ 58 & 4] [EHL D 27 EHFMAFED L, WUICERT H L,
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