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11 A B 5 — b gy sk & - [X ( Coagulation Factor [X, FIX )
ez WS A R R, 2 X Jem R T s RO
FE mm R FIXERE R .

mAm B MilEREAEEA KT AR F R IR W 1,
WA A E . Wk, PARME RS AR T e sk
Z, ERENM, fREBT T FERATHEL R (8) ®EFEY
B EH KA G RIEEF FIXTE M A 5 ¥ AR 4
BA (FIXKF: 5~40%) . FEA (FIXKF: 1~5%) F1FE
A (FIXAKF: <1%) . BREHF—BRRDO @, RAETGH
FAREA KA, ERBHFEYTAHE KEE I (L AT HHRH
EAEAL) ; FHRAREFE NN ERENTRAMER 2 |4,

FIX& RGN ZEMILAR B EEIRTFHR, —fMusit
FE 4 FIX. e KiEWmE M FIX, 7 REHRG LR S
6 BT e VKR LR % . FIXRRIB Y ¥ 40 0 1% % I8 7 fn B0 14 i

A4S EN &7 A EA AR E FIX (Recombinant Human
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_2_



A A 5 5 VT BE 0% 0 3 W AR AR IE Y BT A A A, R SERR AL
JR o e A P A S R AR, R A ELAR B BB T e . A
SENTHHEHFERLEREENRETES T &,

2 E R B

AR5 T N E BT 97 A Wt &0 B A tE IR By rhF
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SRR e N B &
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T, Zhn LWl R I 60 R T LR S S EH EHER .

PUPS AR R % 72 & D 204 Z k3 F 4T,

3.5 A Fud & 4 A

FIXZON M E Z A 7 7k . KA A SF I m 2 R K,
M J7 i 8 B 2 AN 22 7 7T B 50 8 R B B O AR E e i e
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4.1 FE>12 ¥ PTPs XA WA K

4.1.1 HR3 N FHR

PAEZFE D 12 % PTPS %Ak #1T. X R#H M A F#R>12 &
M ERAMAR B AF (FIXAT<2%), EAH%EEH (HIV
fH M BBy CD4 W E A H>200/ul), ZRE A HIV HME,
i 2 # B <200 Ar/ul % <400000 # N/ml By HIV FH{E &, HA
BRI H — & HH AR AR AT FIXH S &, vt Bt
AR AR 36 BT IR B e FIX By L 4 2, ZiRF AN
i T i i R i 2 oL 7 =

MRASBENAEEEERE. KA EBREZH. AT
ER (AUC) FiER4,
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45 7| B R 4R 50 ~ 75 IU/KG, M ERIER. BME SR
J& 10—15 7. 30 4. 1/NEERAFE, DIRGBH ERWE NS
R, AERFELSEEEME- R G &N EER D, FERFEAT
RAE rFIX e XA Fode B (dokak rhFIXH &) #4730, IBR
AR, DOERAID TR R A A, A RF—BME, ZIL
TE G SE I B AT R 30 7 IR I A AR W AR

SR o 7 R R W IR B X IR A T
B 3—6MNAKE, FEFMNEMENHRZ NFSZEK, 457
ES5E —RGRF A FRBANE. BB F B SATI0H A
U, 40| 4 4 0 B [ R R 26 40 25 HT . ED10-15 fn ED50-75.

rhFIX 8 209 I € 7 3% BLAR 2 °T 58, % o rhFIX g A U 7 7%
RS rhFIXBUCN AR By 7 ik — B, (ER A B B 7 = B, FF0F
4RGSR BT R B0 7 3R R SAT T iR

BB NFATNZRE T RE S5 58I M I KK %

4.1.2 BIEM b KRR I

4121 FREH/E

ZRHEMEW>12 ¥, FIXKF<2%, EHLIEEN (HIV
fH M B 52 iy CD4 kB 28 S >200/ul ) . Z R E A HIV 4,
=% 5 3 £<200 Hr/ul 3,<400000 # JU/ml ¥ HIV [EE B Z., E
FIURZRE WAL, SFEFE. BRI BERERE
ERAPS

HAFABRHNE KRR, ZRERAAYET T2 KFAR
(BEAXFA) AUFHF AN T EA M ARK B X R#H (FIXAK
F<2%) , HRENADT LA,



R RESMIENAE, FEZD 10 2 PEHF AR+
A AR B B (FIXKF<2%) o 77 A X 8l IR 3

4.1.2.2 %Y

I PR B o FT R TR FIXFS A M 8 38 4F £ 448 DA
INZES

(1) BN ZARZ W BB ek i BOR 07 R 5

D4k # f1 % ( Annualized Bleeding Rates, ABR): 4~ H %
M AR A5 1 o o DL % Kt o, ABR TR LT AR FATITE
T ROEN A ok 2 (897 8 K 41/365.25), 4R F ABR fEA
FTENRPETE, EERTBOINEH KT RKE, NADTF 6
NA S KT 42 SR B AR B K ] B4R 67 JE AR BE A R AL

@ W ML E R RS =T S R (BT iEIT i, 1% P8
BE € B W9 BT o B R AT O By B IFAT IR, P AT TR
Z
7% BITRR
B | RTINS NG AT A PR R S AR, fEVE IR TN T 4 T
BSOS LRIt S S A
BEE | BSOS AP A LA R , {2V IR0 o
s T LY MO A AT R A5 4 AR
B | EUCHERS /NI AR T, (EVEITR 720 A A T LK
s 8 L A R 5 AR
FA | EUTER 8 AN RO N, RE R

@# % ¥ (Target Joints) #: &6 N NKE>S KE X
M AL By R R R C T, T MaESL 12 AN A W ik $<2 KE,
AP A B R
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Xt F AT G 69T 0 B e I R B, B 2 3 A 3E Y I R4S
e R B AR B 25 4 X oK T R HE AL

(2) A+ FIX% &

W 3 E LR A SR FIXVE M, BB B FIXOK B 7.

D EE K% (Incremental Recovery): Bt £ &g 1 /0
TR FIXEIEMEEM (VL Cox 48 ) HHEBNE, ¥
A [UMLY/[IU/kg], HiHE 7% T

LA 1TU/dL A B A7H] Cmax
LA 1U/kg A BAHI T E

EEOE =

R AL FIXVERERE, N EmRIALIEE.
FIX & P i Aihie gl ol ETi E S et it

QFI 1009
R EAEI LRy FitiEE ) FRGEEE ) ”

(3) BHREXEHREK
WL FERRE Lo B BHETHERAFNERLEAE)
Y rhFIXZE IR FY Fo B o) i o By 2R
(4) £ FRETFR/HER
RO A ZMiIFEERT AT AREH £ & Witd,
40 )| % 4 77 B &% (The Pediatric Quality of Life Inventory
Measurement Models, PedsQL ). 1 & j® < ¥ # & if & %k
( Haemophilia Joint Health Score, HIHS ) 4. Z LU I KI5 3T
B, RAZAx 2Bt EEARAFNER.
/S = R v /S S B = S NN QO - e G O
( Less-Than-Expected-Therapeutic Effect, LETE )iy X 4 &\ %
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7y W T MRy Y e, FREENEN TR E .
Sk W Bk, ME A IR A0 R An B X 8, IR IR T
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T FAEE G R RN, T UEFEIE R R, ki f
b i K SR L.
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thFIXH AN X EU TS LT E: Rk REE. 28R
b R E, A BB NE FIXWEELR
RRE, BT AE BRI,

YR PN B S ¥ Ny VR A DA REE
FKuldmpmmnRy., megetrim, ERELESIRFE
B 5N A B B Mt R BB R T AT AR AR e e R R
[

W RIRIE B[], = AT A 2 rhFIXGH 5 0 2Rk #H AT R4
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o AR BN

3) WA rhFIXAK-T IR & & H % i R & AR SHATI B 44
M, KA [] 6 7 2 38 B % FE rhFIX By 454 (20 32 B ZE K 89 rhF
X)), DA St A5 o 7k B B FIXR 30 o) 4 U € 8 %0 v
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5) %41 7~ & £ X 4 Bethesda 31 | 47 # £>0.6 BU/ml. ¥f
MR B L ) 4 e B A € >0.6BU/ml, < R I 4 E
#>5BU/m;

6) M AXERHME MM ENAZ, wEERFRE (Hl
HIV. HCV) BRE LB 2 ;

7) FEILRZTRENFAFN, wFxiRE. £EIB. @
BRI REBEIL. BT E . AT ARG E . BT EA (%
. . EEMES).

8) T HAME| WX A4, FFHE FIXEERE LA,

9) W JRKIE AR A, B W rhFIXOE I B 3 S 29T %
EARIL BT, R AT AT T R

XEF AW 0 Z AR RARE X R I R IET &
o BBt 26T e M By IB Y F S 2R FEAT A Ll RO R
BRI A ERGH REFENNTEIERFE. 5 K8
o R X G0 P A A R A B B T AR R A Y SR B i AR
PATZ EME, DAMEA T B 5 B o B R I 4 AT

AR -

ZARA A thFIX | & 5 7 2 K & ARG N, 2B
GBI RA K. SR IR, R K 7R
IR RER. Ao, HREF2FNE EARES. £ EPMHE
JEL A 3R DL BBk B 0 < A VT 5| AR AR R R

4.2 FE<12 B PTPs TR #F H AR

JLE XFIXH W BB g6 5 i FEALRE, BFESLEH
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B, MF TREBRNZARE, AR <122 ZRFWIER
I

JLE G KA 5B N R 30 T 98, iR ah  E 5B A
BERWER., RNFEH. dREETERMERESF. PKK
B, <12FPTPSZRHE EV 164, HH <6FPTPSZR#H F
T66|. EFE—RETZRGHH, Nyt T X EE LA
HYFIXH SN GRFAFEE (BHEEEEREREEHE).
ZRELEZRH WK, 7T YD 51K 50 4 5 o RAF B [
B FEARFEMFIXE KA (= BIEK N rhFIX ) 2R A B o]
BRI AR P NOE R NI B L R B R . O R —
B, BWETCEREHITHRD N FRBAERNDN.

ELEBEZRETNARE L 2UFE, FZED204PTPs
ZRAE (FIXKF<2%) , HH <6FPTPsXiXFE M ED6H|. J7
BB K. W R FENEF, ¥ 5F>125PTPs% i # IlF /K
HRmER., EREENEN IR hFIXE SN AZHAE (M
B AL T BT DA B K £ AR, T 5 %4.1.2.3
o G R R

TR <12% LEWN EWHA R Z G, E LW EH R 4 LA
BT BIPTPs, (8% % 2 44534 4.

4.3 ¥ PUPs &% + WBF R

Fir A e rhFIX 8 5 32 R # ATPUPS A BE B I JR AT 58, "2 BT
WS B e IR, 78115204 PUPS Y A 2% M Fin 2 4 1t H04E 77
PLOA 5 o By 3E B FE A B S F A A PUPSs.,
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— iR, EWEHRELEE WL ARBEZE ABFIL.
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SOEDsZ. s H2F W A 2515 0L, DLEA NG A X (H . %
FHFA) .

L ERF R B E F D504 PTPsZ it # 5 ik 100EDs Hy 4524
B o W Y NAT AT SR8 B9 PTPs, 49 Nt % 3K 3 445 0 A7 T 3

K TPUPsHy# %, /NIRRT, B LW Ld)E,
T £ /0204 PUPs% i\ # 5 i 100EDsH 424

— MR, Sohm BRI R R XA T A4S S e b
JEHES, M THBENZRAE, 3% 5 RAR 40 5 4 K

EEWEHITE, TUANLERZFT (IT1) KGN E
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NI R, T BFH WG A58 T 25%. &7 9 NRE S
HIV. HCV &8t &k B B, UHEZR FIX® R EZXEHF
B A R fr e A, HIV [ M B % R LT 415 CD4 M E
ZH > 200/ul, & B <200 kr/ul, % 400000 # J/ml. T
BB HIV FE B2 03697 2 x40 ) 4 B0 0 Ak 3k 3 07 20% i &
G, b RIRIG AR o, AT ST R B A AR R KA L T
FIZ5 1M, B Z R, 0 HCV R e . /MUK AR B 3
FIF oy 5 400 8 2 B 5% M 7 ik TR S BB, A Rk R R IR U BB T
J 25 %40 K M8 R#ATIE R,

FERAZ LW WE e, N — R LW I R R T # R
EHITK|, LT 2FEFHmAXREERTRERARH*ERSE, &
EXREFRFRS R EH RS E L. EFEMEERFERR
F R SRR

6 rhFIX & & & 7= T ¥ & B i il KR B

KT E R B AL X rThFIX Y - 2 o A 0 o 4 P 7 A
", PET R R R I RY e, R R Bk P,
WA R R IEA AT LR EEd SBERE. 2N MY K
TESTEWEEEA T, BUNTBFRELEEA S, LE
¥ 3 A I R B ke R St — P I, A T LR EHIT RN
MR SEEFT LR BRI 7 EN.

s KA % VI ARYE T2 R B B FOLT 2, A RAEFTZ
TEMERBNGRG N FRET G, BF Em. #FEF D12
4 PTPs k& #AT A& 77 T2 7% B oI J5 #l i 19 LR 251K 30 7 3K
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e VT BE 3 Rk WY VR R, IF il KRG TR B 62 M AT B3R F
Wik,

7 RFe HE it

R4 2 4t %] ( Risk Management Plan, RMP ) Ji7 ¥ 25 & 7= &
B, HERT R GE Bty — ks 3 1N 24T €. &€ iR
fo g B 1H X LA FE (B A PR T AR 3R 0y 25, ¥ LT L St
TER.
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M, URIEZ RFH LA,
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%% Wy rhFIX ) R £ ZE R W k. EBRAL. 2
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