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(IER = W)
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ML A F—Fh d &t K7Vl (Coagulation Factor VI, FVID k= 1 55K
ARG, & X G AR B R s AR P, 3 2 ey skl B VIR PR 2R 32 5
.

MR A PIIERE I EE T ARG AL i, tnlG & il W
PRIE . PRI R G0 I DA R F 5 A 1B 5% 5 R L, A KBRS
BT WA (80O MR, M EE A E R . R FVILE K- AT
e AR 73 e B (FVIKF: 5-40 %) Hhial Y (FVIZKF: 1-59%) A=A (FVII
K <1%) o BAEFE BRI, WAERGSTFARES KA BENEHE
H A BRI CRTR AT AR BAEATERAL )+ o F) B i L I 7™ B R
N FRAMERZ H.

FVIIE AR YT 2 H AT ML AOR A B E 267 TB, H ke B PV 5 e
T3 B I I MLYRE PV, A TG F o S 41 I ] 3k FH I 2% V4 VT e 0BT 6 DK R I
R BARIT A o AR TR IR T AR R YT

AAg S IE N B N EH AN KVI (Recombinant Human Coagulation Factor
VIL rhRVID F 697 MTT AR A &3 g Eivrn], s bi ™ ok AL B
A7 L2 AR SEI 5 T FR M AT 98 I S i i

AT 3 R NPT RE T2 o Ik AT 78 B0 T AT 2, 0T 52 B 2 o 00 1 1)
AR 5E )8, AR ARG B0 AR T T o A8 T 5 W IR B AL 2 BOR R JR f 2
WM RIMB A 6% .

2 EHTER

AFE T IE T VA 7 AN I A A K8 2 HA IURE R ) e hF VI i) 73 A
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i RS MO (2 it RS E BEAE)  (GCP) IREEK.

H - ML AR ATE R A A0 2R AR, T AT 78 0 B8 T BEAS A2 BA 4 T VR A
rhFVIIE) A R EAN 22 2t CRE AR S SR ) o BRI, D9 o BN 2 T A Al ] o 14
ARPEAN g, JFE R B R HE I 255 il RO 74 R iR — 2ok,
T BT R e PRWE T

3.1 RS

I RBIE S AN LA A B RO R N . HDE (=12 %) BURJLE
(<12 %),

W B2 FUIlYG YT H45 245585 H (Exposure Days, EDs) KT 150 K [ & & X
NEIRYT 3 (Previous Treated Patients, PTPs) o FVIIf# H I BT AR (E I,
PTPs N Mk A IR, BE SGAE PTPs st AT rhFVIIIN 253 2. A &K
PRI A AT e A, AR R VR YT 3 (Previous Untreated Patients, PUPS)
AT A RAE N 2 AR, Rl e PRI 7. PUPs & U MRS
o FVIN Caeor LB A1 V97 RS o B rhRVIDET i & A Z0AE PUPs A RE R kAT B
7T, TR RBEAT PUPs AR I, Ui A AR &5 PUPs ABE, HAUE Bl
Ja#b7e PUPs ABEHHIWTIT o

32 R

I PRATE FUR B S AT B AR AR (=12 ) W9, BT JLEA (<
12 %) W90 (RS ER AR AT A A, TS,
ITH R A R AT

WM NFER =12 ) PTPs ZiAE TFIR, 1E3K1G =20 41i%2 & AT
SOEDs MiRIE4E R )5, FITMRTE 0~12 532 RF P IIRRAT 7. 17 s AR5
Rz /DG 50 44 ))LE (<12 %), Hr Kb JLEAL (6~12 %) M/ JLEH (0~
6 %) %25 N, IR B =50EDs. PUPs Zit# IRARIRL:, TFEARBE
20 <12 B2 ELAENF . BRI R8s, HHER<12 2
WZish et s G, AT LITRE.
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Tl PRI BT A5 PTPS 32 1B AR A R N 2 /0 100051 o 3213 R A B N D9 Al i i 14
2R MER, I BT S FVIK R KT 1k i s H I 7
Mo ETJE R 5E KA 20044 PTPSS2 AR IR PRI 7E, 75 2850 2 SRiE 29 0 22 4
Ve . EHERHOT, S0 iyl Rt 0 32 6l a] DAAREE 2N BT JE it 7 .

E TR IT R HPUPS NBERT 78 /5 B AE 22 /05044 2 i th AT, LTS m R 0T
FEIPUPSS IR B AMIKT10044, ] LB HE BT AT AN 52 .
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VRIS, R VI P e 0 245 2R 52 59 v B As P 1) @PTT k710 AN 2 25 A i R 52 AL
Ko BT RE J5 9038 8 R 8 A 22 57 ] B S M ol it (R0 R8s S M A e F) s AR 0
BPTHTTEAS BN 5% /b kBRI, S RSl E 1 AT EEPERTE 7T
DA i I 5E B 52

RO 8 JTVE TR BEAT 78 03 W7 15 Bk . U 2 b im R ER
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4.1 =12 % PTPs S RETHHE

4.1.1 ZBHEMR

RITER/D 12 4 PTPs ZIAE Tt T, ZIEFHL. PEBMANR A H¥F
(FVIUKF<5%), A Ry fe )1 LB EE ) CD4 Ri>200/uD), F# =12 %,
HAER T — @ N (RATRD BA AT FVIL 238 NI 400

2 MUREIR BG4

WA SR ARG & IR R AR, 2902 R TR (AUC) A
HhREAE, Hor, MR R O SRS 1 /NS T INAS Y FVIL i fE
W, IELATU/mI)/[TU/Kg] R -

LRV E VLSRR 25-50 TU/kg, MAERINERT. F4i NG 10-15 4080, 30 7
By 1 /DIREE, DRI E ISR ML R . HACRAE S EREHES A S 3. 6.
9. 24, 28. 32 /NI, MLAZGFIE KT 50 IU/Kg I, N#REHN 48 /N H &5
K 1A F R A A ARSI R, SR T 7 SE B RAE I 8] 2, I F 28 oy
BT o A SRAE A 35 - ) HT 282 10 0 B 0, SRR R R AR PV 28 B RIS £

(UK chFVID 3 T3E 2 1%

SN 3R FE 2% PV E23A)7 3-6 M, AR JE Bl &
MER 3248, B2iRE 55— RS AR R o [F 0 7 Z AT 06
(RST8] R 25 RS IR R4S 24 R0 . ED10-15 H1 ED50-75.

PV Rt I sE 7 i AR e mI 4, iR rh FVIFRIAS I 77 322 Bz 5 R VIR
SEMTIVE—B0 AR ORI 7 iR, 75 VAR I BT A F I VR kAT 7 %
BAIE . F 7 AT IR A I

4.1.2 FRIEHEIE R

4.1.2.1 ZRAEEF

MNATE=50 44 PTPs 521t # F 52 =50EDs HIJ7 30F . 2 JidER =12
%, FVIKF<1%, BB RS R0 EE ) CD4 N>200/ul) » ZilEH TN
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RER AT, B A B <200 Ri/ul 5<400000 $£ U1 /ml ()3 B0 . T
FAUR ARG WAL O, AFRE. BRI, R E GRS FE N .
FHRE T HFEMATAREE, MFLLT =10 RFER BHEKFAR HED
5 XWFHT R ER M AR A ZiRFEH (FVIKF<1%) .
W T E SR R, FEED 12 LUEFEHFAROE R M AR A B
(FVIZKF<1%) HFF R I AR IR 56

4.1.2.2 STRIRIR LR

I RS T R TP PV oA R e ds AR LR IUE: (D B
SEPPAR TR A0 1 ORI 7 R AR (20 R FVIE T (3D 4257&
FEF G (4 EFRETHER.

(1) B PP & TR H AT b i 2R 97 R A

OFEAH IMZE (Annualized Bleeding Rates, ABR): 43 [ & HEFNGI45 14 H1 it
DAL, ABR PR LA R AT I S5 ROFM I Ly Gy
KA0/365.25), *RH ABR 1EREZSTRIRIRET, BB EITROF KA EK
R, BIFADT 6 NH, T4 2SR IR S B2k 2% e 2 i H 1 11
i

@ MLAERFAAE 5 PP e BT DU P 43 SR A ) b ) 1 L R0CR,
MR AR TRITES, # HR K E )& 20T 1k L7 RO AT VR

WRUF | PESS/N YA SE A H PR MR/ B AR B, 72h N TE 748 T RIAMIO T
S5F LA 7] — Hh it s P4 AR
RAF | PEINS/NI A W R A PR M A/ B A RS, FEVEA S 72h g S0 %
25 T LA VS A R S I A A 5 A i
HEE | RSN JE TR A T EGE RN S 72h N R B DS T LM S A
HH A A 7y S
TG | BRI 8 h G SA SUCA /N e, BRI AL

GOFEIHT (Target Joints) #: L 6 AN H WA =3 R E &M I H2¢TT
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NEEIRAT, T ESE 12 N H W IR <2 ki, WA 9EERTT . X T BAT
BRI YT RO R RS, NI 4B 1 P I PR e s X 36 24 5% 2 1
FHER

(2) M FVINE

I E R R g FVINEYE, BT S FVIKS- 3T

O E Y # (Incremental Recovery): & XNHNELERIG 1 /NS A BTl S
(1) FVIIER (B VEPE (BA Cnax 75D, BAAN[IU/mI)/[TU/Kg], » HAtH 75T

DA 1U/ml J9 #4671 Cmax
KRR =
- DL TU /kg A 2 fir f 7

IR AR FVIEVE(E AR, BB SN BRI 2R 5 1k

@iETERIR . HtEIE T

‘ B JE WA P R 79 PR — 2R DR i M A

el = I B O T X 100%

(3) SHHNERIEFRE

SRR VOHT R LR SRS AR CRAE P38 SR R A
B VP chFVIE 167 FA TR i i8R

(4) EFRBMERER

H il CF 2 PPl s n] T M A0 88 A R VP Al, 40 ) L 28 AR A7
FIERE (The Pediatric Quality of Life Inventory Measurement Models,
PedsQL). A% 5= B ¥4 (Haemophilia Joint Health Score, HIHS) %%.
HWAEIMRAF SR, RS RN E&MARARRER.

BRUA_EFRFRAL, TR RS T RURM K R RN H G, I B
INEE AR BRI 58, iS40 50 20 0 g BT F) CAPTT) I 2R 458 ifi Bl S5 B[]
(PT). D-ZRARSE, LU S22 e i) ot J ot i T e iR A2 4k

IS A R 1) R R R A B & B AT AP B G . B DT I KR 2%
VEFEbR . I ARIRER TR & 44 75 VA yT AT MR T IR T . 4 F ORI %
TEIT T RN, TR DA L T RO R bR AR SN FVIE 1 P SR bR,
TR TR PR T (97 RS, BRI H ARy T L B O Bk, M

B0/ 17 W



HL A RE VAN A AR AR ST B, RN 2 R R 1k Ly RPN SR B A
JS2 FVILE 1 P SRR o

T PARBHE AT, LR IEMACR . AT i 75 K51
Do

4.1.2.3 ZEMEHR

—RERE

rhFVITF) 2 4 B OGE BUR JLAN 5T s s et S i MEA A A R
i, SRR NS 22 R0k RGeS B2 F8 AT RE 51 TS e LU il dh S e i Ak
ISR o BRI AL 7 i R 2 15 5N N BREh ) ML E 1 B8 T 20 A A% i A
VI S A FR) XS

e ARG IR, 75 BT 252 rhF VIR 32182 HEAT 00 45 AE din AR AR AE 9 1) 22
EVEVEN, LT A A RFAFEAT 0 A B, FFai 5] dh i 2R
AU A R AT 3 B A W

SRR

Bl i B S B SR AU _E T RTEAT T, AR LT e RE— DA U BAIESE .

NI R VIR A 2 96 97 AR A T R s A= AN R RS E
RIMAR A B AN 0 RS & T R R, TR, B Sk R R AR iR
HREM SRR ARG R, WS 1 FVIE R A Qe AR B . KA sk
SR RARNS, HAM Y A K g . SEAh, SR R AR B85 PUPs 1)
LRI IR 8] BT 7 SR SR B T A AR T 5] AES ) i PR A A Ok
BEAT G SRR SO, S0l N B GBIk PTPs. SN A 2 7 B8 T I IR 4
R LS W I S =AM AR N . BF 7 R OGTE BLR N2

1D M REER PTPs ZilE o (FVIZKP<1%) FFREHIHI = At 7t .

2) EWAE FVIK-TIA BIZE LI R EEFEASREAT S0 P0G I o SRAE IR 5] (8 5
FiE S FVIIEARRAE Canf 3 IRE K FVID DLk G iR ok B8 1) FVIDGS 0 i 42 0
SE IR o

3) PRI R A Nijmegen it Bethesda J7iA#EAT o FEAKLIIHT, 20
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SR I MFEHEAT AN, JFAE SAE i i Hid SR AR IN 8] £

4) FVIHMHIA7= 4 58 XN Bethesda #1434 E =0.6 BU/ml. ¥ “fIGHAEE” #1
2D BE E 2 =0.6BU/ml, “ /i #HI9E >5BU/Mml.

5) RLRVESZMm NG E R, g RS (40 HIV, HCV) By
ARIETUEA

6) T EILFKZIRNE VRGO, IRk, O ARSI RO
GG UL IRIT IR IR JRIT LA H . e TR (. TR, ESE).

) XTI EIYIR 2, TR VIS R R AR A

8) I PR IR AR, S W I VI [ 2 H 87 2, B AR BT,
2 JEAM DI B W] R A .

XF T e AR P RS2, RIS S AR IR L IR SR . R
I A ZE RN 25 2 R BUEAE A 1) 58 BE I PR AR 57 o 1 PRARER: r o] B8 A8 A 4 1)
P 27 AL A D 1 52 TR I LI RE AR BEAT 3 A7, DA W 0 1) 5 2
PR ST AP0 434 o

4.2 <12 ZZRAEPRIIGERFFR

JLEF VI S B AT B85 AE AN, SO Bt LB AT 2 O I RS .
TS RS04 2 RE, FUIKFE<5%, ZMIERD B NTH: 202546~
125 [IPTPs, Z/0254<6% 3521 >50EDs FVIVAIT I3 . 7E5E % /D204
=124 IPTPsZ i & 50EDSIRYT, ¥ Tl dh i 2 eth)G, ArITE<12%9 %
A I R

JLEE G R TS BN FF 4R, 25501 % S 40 G4 1 5 IO | A P 2 2 3
Ziif i 2 N R RIE bR RS . MER TA R 12482 . IR TR
ZIVNET, RIE S TSR SR e PV 253 (5 . RS PEEISCR &
PR o HRBDLEZRE RN, K 2530 22 0 RAFE IR 8] S5 080> Ay
AT (GEZE) FINESE L. 10, 248148/ o FRIFFVIIEISRAL Can- 22 B ZE K FVID
e 5 VR R g SR T I R I PR P SRAE IR 1] A0 ] BE S A7 AE — e 22,
0 R rh R 10 SR AT S S PR EURE B B ] e PR — B, @ AE O sk
= HEAT 25 30 - IR AR AR R A 0 o
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A] 27 =12 PTPS G E I R I 7T 0075 18 . SR W 67 Tk #2 Fh PV VR &
(TP iaYT, SR U/Kg) FHIHIMIII KL . SHIHI %55, 1S
#4.1.2.3H G LR 5
FEHE BT, ZUHAS 20244 )LEH (AMFER A R/ K124 MZi3)
WAL R, ULK504 ) LE (ARSI 2H #2544 ) S0EDsIIA Rt f 2 4 i
REGERO 128 DU LB I BT aietoe, 48 BT et 70 vl ol AR ST A 4F
WEIPTPs, 5 EFRINAT (2004 B FLIH604<124)

4.3 7£ PUPs ZiAF H HIIGRBF A

BT (rhF VIS 2503 4T PUPS I PRI 78, WT £ b T AT BT 5 J - 7E3R4550
ZPUPSIA RO AN 22 xR AT, i W45 rh (1 3 RORE A AN T B 5 PUPS.

HEHEPUPS LA I RLRE A I 42 42 56 A 42 /5044 PUPs 45 24 = 50EDs 1 A 2%
PR VPR, FFAREEAE BT S X 522210044 PUPSiE4T =100 EDs 7T,
Z 0 b RTE AL 150 % PUPSSZ IR P LAk 820 BTG W 7E, k8B 2iaiT &
100 EDs, #5284 T 52 B4 25100 EDsIFIHF 7T« PUPSEZ IR 4 I PRI 70 S
FE 3 2 o A 4 BRI S T R 2% Il AR 2 W 5 9697 b B % SRR (2017
TR

PUPSZ I IR 7T, 7 BEAE3RAT 202044 <125 2 {34 IS50EDsH 4
(<6 ZRAEEA104) , FHHER<L128 ZIRE WL FEW G, A AL
T

5 5] it B _E T /= I PR 9

AT T % (I RSO  HE0 1 4 MU 255 17 Bl W R .45 3
M, BT T AT L T T I AT 7 % W T A
GRS AR R 2 A b, AR ] S B, SR Y
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AR, RO R A ARE AL RN T IR
ZRH M H & DT RAEVORE R, 04 RIT50EDs s T2 AU 21, LA
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EriEwTI S, 202004 PTPs3Z2 i3 ¢ B 100EDs I 45 24 . BIFFL - ATaAN
FEATFEEFIPTPS, AN 08 70 A1 T 5915, 20044 23 o i 2 /063560
#<12% % & .

KT PUPSIHIBIE AL, BEAM G R 78 o, (45 B TRTA BTl J5, 7 22210044 PUPs
SR 76 BL100EDs 45 2 . — ki, 2N BT al i PRI B 32 10 vl LAgk 2L 2
M EWEEAL, TR ZARE 0 1 RS I A K o

TSR RN R IR AR 100 4 EAM AR A B (FUIDKF<
1%) , ZtiGyr 27> 100EDs.

e A 5 ST, SO H A0 FVIE A4 (R A g AT A o s Pl 5 )it
i) AT DAL RG: 55— IREAZ4HT. ED10-15. ED50-75. ED100, 7E FVIIK-Fik 53
LRI SRR FEAS AT HIHIPII 5E o 35 1 SISO 5 R I ] i) DLALAS : SR — IR 4 24
Ji ED1. ED10-15. ED50-75. ED100. HEAKiEZ 0T,

2l | 2wl | a2kl | 2l
SR UITH# ED1 ED10-15 ED50-75 ED100
4> X - X X X
TR AR - X X X X

* AT A IR
# RS RSN AT R B

fE_ETERH A, FTBAAIN RN 3215 S (T iTh B AL A% A 3,
PASRTS 1% 88 ABERLH rhFVITE 2 AEAIN I 328, 1T B35 1 LA
T 25%. LAY HIV. HCV SFILACR A B3, DIRZR rhFVIIZE 23K &
B R A . HIV G 200 2 LU T 26 1F: CD4>200/ul, i 7 1 fif
<200 #i/ul, #£) 400000 ¥4 Ul/ml. H1T H FT HIV & 4% 85 K697 FH 250 06 4 1)
T RREE T ARG AR A, BRI R v, R SR 2 1 1 R R S A 1 e B
2 &N . HARZiRE, W HCV B M/ MROKCERR SR . I 288
e D e SO 5 B8, LRI 5 IR0 B A FH 245 550 G 15 R AT il %

FEARAS BT HE R, N JFR A BT R IR AL 07 8 SR B &) bl
2 4F J5 R 1A R B AR A FU ik R, BSR4
FE. WELLFEM G 5222 E ST T e B
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A7 LA SR BEXS thFVITER) 431~ 25 A A A= P e 1 7 A 5D R ) 2 A=)
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i R ¢ AT AR 1 248 B f R A 7 i, AN BUAS AR 7 T 20 B b i
2RI TT S, B St . B D124 PTPSSZ iR 347 28 7 T 228 W i i
AL 253 2R, ZARE IAIRIE . B TR A ES R %5
#4.1.1. ZINE B A L2 G MRrEay764 1, IFE3-64 H I &
AT — DR TR 1 24530 1k 5
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FERIBIA S T 5N AE R 3 WA s ERA R 5 PF B TR 3 FE N GRAT) .

7 R B TR

K& R (Risk Management Plan, RMP) i 45 & 77 i i, IF3ET X
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FE BT RTImARES T, SARYE 2R NFERME . P i SN A R E 53
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P, T EHCREREARATER . FEATE 238 (/A7 DLA5 S5 B

3) PRGN AR 222 W AR ATEEFREE . JRITIRES (ED
PUPS/PTPs) . &t BRI 1~ VIIA] i ) R THFe i 8 (5L EDs L2 32 1kl il
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4) FEPRNEE, 0. S FARIGIT RS AR B, A PV
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RVEAE ™ L 28 B ity R PR XU

AR N -

I rhFVITES, ATReS R A TS FAMRER . AR P B oA A et DL 2
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