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9) Salaj P, et al., Effect of rFVIla dose and time to treatment on patients with haemophilia and
inhibitors:analysis of HemoRec registry data from the Czech Republic. Haemophilia
2009;15:752-769"
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(BAVSE) AEFFRIEA v b B X — RS RYEMAR BE xR & Uizt BREED 72 & ) & B
e Ch Y, 1560 128 fho L= v — RB O OXE L S,

(ﬁéﬁé@fftﬁﬁ) Himtg 2 BERILARRIC B G S BEICOW TR, SR Fla 2 %5 S h
A ICHE I A 7220y~ 72 [15.8% (<120ug/kg) . 9.1% (120~250pug/kg) . 0% (>250ug/kg) 1.
teio\ it 2 BEFLANIC IR G- S - BEIC W TR, ARICE 2B oo
7= [5.7% (<120ug/kg) . 4% (120~250pg/kg) . 4.9% (>250ug/kg) 1.

(RAEVEDFRER) GEELOBEEROERICOWT, HRICE 22RO NT, MAR%Es
HOBFERERIIR D oT,

1 0) Parameswaran R, et al., Dose effect and efficacy of rFVIla in the treatment of hemophilia
patients with inhibitors: analysis from the Hemophilia and Thrombosis Research Society Registry.
Haemophilia 2005;11:100-106®
(BAYEE) A > b B2 —1f A AR B O B s 8 2 A0 K ORI 2 rFVIa

DHBEOFELZ M 579, #KI[E @ Hemophilia and Thrombosis Research Society Registry e
2000 1 A 725 2002 - 6 H & TIBER S I72 38 Bl A b B X —RA AR EH 12580
72555 il = &Y — RDOF — 4 % rFVlla OF 582G U CTUL RO 4 BEIZ/HHE L, ﬁaﬁyik
LM 2 fftT LT m S TH 5,
(R - &)

% 18 - <100ug/kg (EHLT=E Y — KD 27%)

%28 100~150pg/kg (=t Y — N 28%)

%5 3WE : 150~200ug/kg (AHiifl= &Y — KD 25%)

%5 47 >200ug/kg (T B Y — R 21%)
(F2hPEDOFER) rFVIa £ 45 72 Rt OHIEIC & D IR FRIX, 55 1 BT 84.9%, % 2 #f
T 84.4%, 5 3HFTB83.8%, FAMETITNTHY, & A4FEDOILMAIFE L B 1L, H2#
KOG 3B G kR BPhEOEIIEE ThH o7 (p<0.001), £/, kM2 L7z rFVI
a O GEFUIE N 4310, 520, 340, 23[HTH-T,
(ZEMEDOFER) b HIOEE T I HOFFREZBRE SN, 20955 8 fHE WEFIZKGE

FTHIMERE] Thole, MBHILEOAEFRIT. FLHTLIH F2HTTH EIWT
0fF, AT LI ThH o7, £/, MARSE, DIC RUBETITHE ST,

<[HNIZBIT 2G>

1) Bk B, Ml ENICE T 28 s 7R 2 IR R E 5 VK 73455 (5 2 R 7 ®)
O RHE B 5B D EERAFZE 5 1 MR R—L2Ic oV To®RE, mikikimes
2007;18:614-618""

(HHY) BARANICET S rFVla 270pg/kg O HEFE 51068 5 2t 2 it 5,

FREATIE) HARADA b EX —RAMANR A X1 B B3 22 fil x5 & L2l 3,
HEH, HEEACRBR TH 5, rFVla 270ug/kg & BEIFRNTR G L=, # 5% 30 52k
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D IRET R OBIES, MiEFAIRA, AL RIMAST 2 S0 L5tk Tl L7z,
(REMEDHER) NA Z N A T RET R, MR FRIREE K AL 7R R A fE 2 5
TR bR T,

2) AfE B, i ERNOA e B X — A A BE BT D s TR 2 T PR
VIR 78451 (A 2 R 7 0 ®) o AR R 5B 2 BRRMF7E. mie b fmsE  2008;19
244-256"®

(BBY) HARNIZI S rFVIa 270ug/kg O H[EE 5 K& T 90uglkg @ 3 [E1# G- O E K OV
e LiT 5,

R TE) BARAADOA v e B X —RA MR A X1 B B3 17§l 2 x5 & L= haax3tE.,
HEMR, BAELESTT, 7axA4—"—R B Thsd, BEHMBEING 1 KFFELINIZ rFVIa
% 270pg/kg HA1#% 530 1% 90uglkg @ 3 [ml# 5.2 306 L, vk O BIEIH M Rl 7 o 535 % &
fiti L7z, rFVIa # 5RO 5% 1, 3, 6, 9 BeIZH 1T 235 K OB T8t o7 — & % A
a7y V7L, BB 6 AU EOSEE TH#h), 5 UL TOREE [ LEk Lz, W
BIRIE DO G 25213 72 15 BN DOUWTITT T 21T - 72,

(BERMEDREEL) A Rh=RIT 270ug/kg HEI#% 5.5 T 80% (12/15 #4]) . 90ug/kg @ 3 [Al# 58 T
60% (9/15fil) Toh -7,

(REMORER) WTNOE GRS, DIC, EESFEFIRMARIES O MARIECEE 2 A EFRIT
RO BRI T,

(2) Peer-reviewed journal Df&ER. A% - 7T+ 1) S RFQOHREKRR

REM R AL L OB IZ OV T, UFISRT,

1) rFVlla O fgiii H & % VER T K ONR £ OERIRIF St O 7 — X IS B Lz

Abshire TC, Dose Optimization of recombinant factor Vlla for control of mild to moderate bleeds in
inhibitor patients: improved efficacy with higher dosing. Semin Hematol 2004;41(suppl 1):3-7*

N R OVERES O BEETIE, I 300ugikg DR —F AEERHER SN D, ABRE TIE
W OME - & (90ug/kg, 2~3 IFfHlEB =2 2~3 [ 5) 2RI D,

2) EAfE B MEIMC R D s R 2 TR RNEEE VA -3 (R AT U®) o
i A3 5 B B BRARATZE. ke Ik R 2007;18:255-2642

WS C oo rFVIa o i H & LA 505 O SiE AR K OV IRBR O RE 2/ L T\ 5, A&
A GE OGOV Ve ARER &R 515 (90pg/kg. 3 Bl E) &z
TENRBREINT-BEELEL TN D,

3) AE B, fh A b X —REBREOIRE— A X2 E O < DRI OFEE—H AR
/NR MRS MEEE 2008:22:167-172%Y
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ERE2) TR ST RE LR I OV R %ﬁ%@ﬁk%ﬁ%é\fﬁ ENATDOA v b X — 5
T 5 AN B DA S ARFNC BT B BAL OFFRA A R LT B, rFVIla o i i B
EOAMER e, REMEERE G5 (0ug/kg, 3 5 LGN EAVR
MENTZEBLELTND,

(3) BEMEF~DEEBERE L TOREIRR

1) EBM MiE#EHEDIEH  2005-2006, FA4EFAL 22

W OEE, e #AMEmMAREE (N VAR E— EOloA e X —BEs) Dk
Bz X izl von? (p.680-687)
meﬁﬁuﬁm\éﬂ4/vwﬁ%@%Wﬁ%wjaﬁik%vﬁﬁ%OEEE*ﬁuw:FmWaE%
O 581 90~120ug/kg % 3 WM (MR CTIE RN M2 DI 2 BERE) ISHER A L
T HE T, HEHY KL THET S, h%;@ﬁﬁ@ﬁu@ﬁ@®5%%ﬁﬁkﬁék
DI E MR OREE 72/ N (RrICTEEESRE) CIEEINRERE L 225, ZORERIET 5
Jiik & LT, 300ug/kg O E AR — T AHERGIENRL LN TND, | LRI TN D

(4) ZFREXIFEBEOZEAA FS5 4 o~DEEHKR

1) Bundesérztekammer : Querschnitts-Leitlinien (BAK) zur Therapie mit Blutkomponenten und
Plasmaderivaten, 2008. %

p.94, F - 7% —7.4 TRekombinanter Faktor Vlla] ¢ 7.4.5.1 [Blutungen und Pravention von
Blutungen bei Patienten mit angeborener Hemmkaorper-Hamophilie] @78~ 7 ZAMIZ Tl EEE 5
VIR - AT XK A b X —2F9 25 S R AR B IZB VT, IRz 90~
120ug/kg OO Vlla % 2~3 FEORIBR T, IkMAEOND ETR—F AHET D, iz,
270ug/kg Z BRI G2 Z L S aRETH D, ) MO T HLHREE RS VLA - SUT XK 12 A ~ &
X — %A 5 R AR/NEERE IZB W CE. HfkEZ 90~270ug/kg D ED rVla &

15~2 M OBETIhM IS EFTR—TAEE5ET 5, ] LORHELIH D,

RISCHER (A RT A N8BT DB E ) -

Kavakli K, et al.? (Z%& ik 45) . Kenet G, etal.™! (3% ik 46) } Of Santagostino E, et al.’? (%

3Lk 78)

2) The Association of Hemophilia Clinic Directors of Canada: A Guide to the Management of
Patients with Inhibitors to Factor V111 and Factor 1X, 2010. 2*

“Clinical management of inhibitor patients”?”Treatment of bleeding in congenital hemophilia A
with inhibitors”® p.22 3|2 “Conventional: 90ug/kg g2-4 hours; most bleeds require 2-3 doses;
severe bleeds require additional doses High dose: 270ug/kg x 1 dose; equally effective for joint
bleeds— no experience in life threatening bleeds or in surgery” & L C &K & : 90ug/kg & 2~4 K
2L 2 < OHMLIT 2~3 Bl F G- A3 04 88 B M V3B N o $ 5-73 4B, 51 & : 270ua/kg
Z 1 a5 BAS M I EEE O —Ad & 29 il IS PUTIC B WV T FERE 220
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EDREHND D,
RILSCHER (FA BT A BT 52 EME ) -
Kavakli K, et al.®’ (“Clinical management of inhibitor patients” & 2% SCiik 2)

3) Australian Haemophilia Centre Directors’ Organisation: Guidelines for the treatment of inhibitors
in Haemophilia A and Haemophilia B, 2010. 2%

p.5. v 7% —4.1.2. TRecombinant Factor Vlla] {233V T, “Recent evidence suggests that larger
doses (e.g. 270 pg/kg) maybe as effective as repeated doses of 90 pg/kg.” & L C. [T OHFZEHEF
2B, mHE (270ug/kg %) 75 90palkg DAEE G- L RIFEONEN H D T & P3RS LTV
2] EOFRHDH D,

RISCHER (A RTA N8BT HSEEE )

Santagostino E, et al.’” (% ik 5)

4 ) The Committee of Latin America on the Therapeutics of Inhibitor Groups: Diagnosis and treatment
of congenital hemophilia with inhibitors- A Latin American perspective., MEDICINA (Buenos Aires),
2008; 68:227-242. *°)

p.230, F¥ 7% —3. [Treatment of bleeding episodes in congenital hemophilia A with inhibitors |
H1D Table 2 A VAR H—A b B2 —RAMAIR A O K AR O i O iR H#RIE
(2. rFVIa90~120pug/kg @ 1.5~2 FFfj 2 ONIR) | 2~3 W 2 & (BAN) DEGIZINZ T,
270ug/kg D HEIF G- OFLH B 2.

RPLSCHER (HA KT A4 BT DB RES) -

Young et al.? (23 3k 34) . Kenetetal™ (23 3k 36) . Parameswaran et al."™® (& 3Ciik 37)
Kavakli etal.? (Z%3Cik 38) } U* Santagostino et al.'® (% ik 39)

5) The South African Haemophilia Foundation Medical and Scientific Advisory Council: Treatment
guideline for Haemophilia in South Africa, 2010.2”

p.19~20, [Factor VIII or IX Inhibitor Management Options] @ Recombinant Factor Vlla (rFV1la)
ORI, T270ug/kg OHEFE SN ARETH S| & OB H 5,

IRALSTHR © TA BT A o HiZiidlizz L

6) HARMZRL M P FIMEECZEES AR A v b B X — A RN EEIC
A ILMIEET A R T4 >, ke ik iEs 2008;19: 520-539.%%

A b X — AT D AR MM A B O 2k I T O 1k iGH IOV CREEL, Th
FAEOFERED rFVlla fAIOIE (p.10) 12, [7eds, @A EHRIESE (270pg/kg & 1 [R]) 23@EG
HEOPG (90uglkg % 3 REfEIfIZ 3 [B]) L RIZRICHIMNOLZRTHDH Z &0, N OHRE LT
DOHE O ERTFE O S L RFZEIC BV OR S L7z (Grade A, Level 1b) , /& A& HLEIHE 513
B FIROAHZERE L, QOL OWFIZORN L HDOTH Y . DAETOIERKRB -
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No,) LS Tn5,
RALSCHR (A RTA BT HBEE ) -
Santagostino etal.’® (&% ik 81) . Kavaklietal? (%3¢ 82). Youngetal.? (&% ik
83). HIEM '™ (BE3CiHk 84) K ONAMEM ™ (2353 85)
) ELENFIR DT TR

6. AMTORFERR (B RUERAREICONT
(1) EERRICRLIEBTORFERE (BFF) FITOWT

EIPNBAZE R L

(2) BERBICHRSAMTORKABRBRER VERRERAREICONT

5. EHERNFIMR D ERNNDRARIER - JREFITONT] @ (1) OHITRLIEEBD,
AFRITIRBN T, 270ug/kg O A1 512 6R 5 BRARAFZEAS 2 308k 1) 050 S h iz, Si%aBric
BT, 0ug/kg DR AEHEE- L el LT, 270ug/kg BRI GIX RO M E R L, Zarkic
ONWTHRFEORBEIIRD behotz, 7B, LUFICRT / A7 U o Ak Ic s
W, AT 270pg/kg [ZARY T2 HEOBEER G VB HWH ATV Z R I TV D,

il AR A (X, AFIDE S 2ER 2 x5 & LT, 2000 455 A 11 H» 5 2010 4 3
A9 BIZHTTEEaSNT, (b BX—2RAT 50 RMEMNAIREE T 144 FEFIZB T
% 2666 L=t Y — RIZBAT 2WMERH Y . AAIOH) A G5 250~320pug/kg T & - 7 4R
MHOHPEEOHMT Y — NI46] 16 4 Th o7, Uiz vy — NZxt3 % ki zh R,
E2 Bz Y—R), A% Gzt Y—F) RUORRAER 10y —F) THYH, ®IEH
ECALINSY aWAYI RV

7. DHIEBEORERIMEICDONT
(1) BEERRIZRDINEANICBITSAIETVARVBARANIZE IT5EMMEDREEHEIZD
T

WA TR S LT 3 SO MEES LR (FTHAEM-1510 #5k ¥, FTHAEM-2068 5k ¥
J%2 O} Santagostino et al.'? ) (23U T, 270ug/kg O HilEH%5-25 90ug/kg O 3 [BI#% G- & [FEEEDOA
WtEE R LIZERREH SN TRY . ToMmoRE B THRERICE#ESh Ty D
19038 gy g E S VIIE T U B XA ST A A v B X — &R T D S KM A
FRAE DWRJE D & T DM %4 % 270pglkg O BRI G- ik « FHEIX, EU THRER
FRIZEY, FLEFEMTERRBINTEBY, FEOTA R4 Cii#liShTnd, LLEXY,
MR EE[E S VIR - SUT B IXIR 12 kE9 5 A v b B X — &R 25 e KM M AR BB OB )
OO MIZ k% 270ug/kg O B[R 5.0 fik - HEIZRAHAENCBIT 28 0MED0
BT VAR, INETICEBINTHEHRBRE LSO TREMIZHE LT, 2L T\D
DEBEZBIND,
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AINTEBWTIE, 270pg/kg O A1 51245 5 BEARATZEDS 2 7kBk 1 9% Sh T b, 4%
ARBRIZRBW T, 90ug/kg DEEEE- & bblig LC, 270ug/kg B A G 1X RO FMMEE R LT,
F o, HHBERAERE RS, RIS D 270ug/kg O B A5 ORGARE FHIZREN MRS S
TW5, 7pk, HERAZRSRE LR TIE. BARANEIEAARNTARBIOEKYENREIZE L
WERIIEED O TR L, mMAREE ., LRMUEEVINTRZIEBE R ONT T Y~ i)
WIESEBE OVTHITBN T, AFIOGECET 2 RiEE - NEZ%EZRET 585X
77;,@ VY 29)o

R EOMEMEOEOARARRI - BN ERESE (OUT, TRSE) L. U kot
ERIRARBR AR, [EIN O ERIRIFZERGRE X OERIRBE 5208, W ONCR2IE T A R 7 A4 OFLEANE
EEE 2. BHARANOMFREERE FVIIA 7 SXBIXE 2T 54 v b X —2AFT 50Kt
ML AT BB DR A & H & FE o H M2 %3 % 270ug/kg O BRI 542 X B AFI O FhMEIL, B
FHE BN E IR S Z LT AR E B 2 D,

(2) BEEARICERDANEANICBITHAIETUVARVBEARANIZE IT2REHDREEHEIZD
T

WAL CHEME S 7= 3 DDA LILEGABR (FTHAEM-1510 7452 ¥, FTHAEM-2068 7k5x ¥
J% (X Santagostino et al.'” ) 1235 T, 90ug/kg DFAEF G- & kel LT, 270ug/kg HElH% 5 0%
AMEICRFBEOMBEIT 2 < MR ERIEOAEFEFRITRO ONR oL ERTLHINTEY ., £
DMOHE BN THRERICTRIM ST g VA 919010 g e i R 5 5 VIR 7 ST
XK FIZxtd 51 v & B X — %07 5 e RIEM A B OB A & R O H x4 2
270ug/kg O HEER 5O ML - H&EIFEU THREEFRICLD , FEZMTEAREINTEY
BEOTA FT7 A4 ZGid#isnTnsd, BLEX Y mgdeE S VIE - XIXEXE o35
A b B X —HARA T DA RVE M A BB DR s D R O I %% 270ug/kg O il
B 5 ORE - HRIRDAENCBIT 2 EZEMEOT T A d, 2k ClIcEB S H
RERE S E D TRAEMIZHE LT, fEZLTWA DB HND,

AINFV T, 270uglkg O BRI 51248 2 BEAEFZED 2 508k 170 05806 S uiz, Skl
2B\ T, 90pg/kg DR ER G- &t L C., 270pg/kg B[Rl 5 22 VIR B O EITERD 5
niemole, Fio, MHBRHAER RO, ARFUZISIT 5 270ug/kg O Hi[EI$ 50 B RS H 52
EENERINTEY ., BERITRD b oTz, 7o, HERAZRSGE LR T,
HANEFEB RN TARAOIEYEEN NEZEMEICEZRITFO LN TE LT, MAWBRE, ik
RIEFEVIR AR ZIERBE R NS T Y~ MV REETERE DWTHIZB W T, KFIDOZE
AR T 5 R - NFZEZ R T D35 13700 29,

REtaiElx. U Lo R A, [E N ORI TE AR & O R 528, W ONC2
WA RT7A L ORENEEZEEE 2. BARNOMIKEEE S VIA -+ ST E XK kT 2514 >
b B X — R T 2 e R M A BB OB E D> & H 4 o Hif 2 xtd- 2 270ug/kg O Hilal$: 5
IZ X DARBNOZEMITHR SN TEY, FEFRREE XD,
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(3) BEEARICHRDIAMBAFOZLUMHEIZDONT

HEA C i S A7 i PR 5 BR N OVl A 12 381 T 90ug/kg D [ AE#e 5 & Feifig LT 270pg/kg
HERSIIRBEOE AR L, B W TEBEORBEIIZRD bhhoT-, AR TE
i S AT BRIRAFFERE RIT ERE & R TH 0 | IR IZ W TARIIZI T 5 270pg/kg D
A $ 5- ORI ZRE R S 4, AR O Z2PEIZ DWW TREBE D RTEITER D B v 7e e
STz, £, YEMAE - AR EU THREESFRICELY, M TERRBINTED, &
EDOHA RTA TSN TWD, T, ERSADMATRICIR D EFREREICK & 27228
RNEEZ LI, AFIOEYENRE, AL OREMICET 5 RikE - NFEELZ RIRT 53
(A ECANAN

ULEXY | BEtaigid, BARANO MG VIR UIH XA o+ 561 e vy —%
PRI D A R MR ML AR BE OB ) & R O H M35 270uglkg O H[A1#E: 5 04 HE
IE, EFEFEAMTHL T 52 EIEAREE & 2 D,

8. FEE - YRR UVAZE - AEFDRHDZUMIZDONNT
(1) ZhEE - HEIZDIVT

[ZheE - 2R (BRI 2 50 O A H k)
(MR EE [ S VILA 7 AL XK 12kt 35 A v b B — 20 T 2 S R M AR K OV R 1
K9 A O HE i gl

BERROWNEN B, 2RE » BBICOVTEELA2L,

(2) Rz - BEICOWT

MR ER [ 55 VLR F- ST B IX IR 72kt 45 1 b B — 2073 2 S R AR & UM% K
P A A8 O il ) (248D L - BV T, s - EICBEE§ 56 Lo
Bt Lz ETUTOREME T2 &Y EMFTR#EITE A5, TOREMEITOWTUT
% Eaj_o

(M- HE] (FREERD)

ARFNZEAN IR SN IEIRITE 2 SRRV T L. 2~5 250 TEIRNICES T 5,
HllEl % G- ElL 90ug/kg (4.5KIUKG) L5, D% 1 FIFH5E LT 60~120ug/kg (3~
6KIU/Kg) %, HifOFERE K OFREE 26 U Cll B3 2, #IE, (i34 64, BRRALL
ENBIESNDET, 23R I LI ET 5, EOH%HIRHRNLE & HW S 45 #IFIE
FH- MR EEERT 5, 2235, MigEEE F VLA - SUIE XK IS8T 514 b B X — %%
A9 5 Se RV AR B OB HE 7> & th A8 B o HIfL 1< 6k L i 270ug/kg (13.5KIU/KG) % HilH]
BHETDHZLENTED,

Uik - FEICBET 260 LoEg] (FREER)
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O MR e E FE VLA F UT B XK FICHT DA v b B X —2A8 1 5 e KM AR
270ug/kg (13.5KIU/Kg) A 5% O F#5- O HRBRIIBE S TV D0, Z 0% LIGE
DY EE Ll SN DG ARITEEICHREGTH I &,

[(BREDZ Y M H>NT]

HWANFITH RIEIMARBE BRGE L TWD0, BRI M OZEM It R AR D &I
FUNTHREE 2> & I O I I k9~ 5 270ug/kg O BRI 503 KG8 S TR Y | %KM A R
BEZXRE LI2YEMAE - ARICRIBERRBREIIFE M S LTy, 0, EENFIT
UREME - MEZ EHERSHE L WIGEIZRE L TWD 2, BINLKOZEMNO&GERE - HE
IZZD LD BHEIT R <, MEMRDEE LWIGEICIRET 5 BLEMEZ RET D830,
L7eoC, Mataidld, RicoME - HEARET 22 NS L LT,

2%, 270pg/kg O HEE G % OFE GOV TR, AR OVZEMICE LTk
TUAFELNTW WD, BiGOBROR G &L OHEE 505 Bk b £ ToR5-RRE
FEEICRFI SNDOIRETHLZ b, L - HEICBEET M EOERICTYENE
EIEEMUE S5 2 L AN & L,

9. EEANBICRIBLIHIFEAEERAEZFOLEMICDONT
(1) BEERNRIIODVWTHBATERNDIET VR FEIFEERFERAEENTELTLS S
DEEIZDUINT

Mt e OAFR T ORRIRFRERRRE . ENOBREEHER, MOSFEOZIRTA K74 »DFL
WANEFELEE A 2 & MEEEEFEVIE - XIIBXE AT 5 14 e v 2 —2 kAT 5%
KA AT R DREE /N & HPAE EE D LI %69~ % 270pg/kg O HERIFR 512 X 2 AH DA 11T
s, BEMEIZOWT, ERAOAE I TG SNEAFEFRIIOT L BARO M
B HELIEB L TRERERITRNEERD, LN -> T, Bl A TEINT~ &R BRXE
PAITENEE X D,

(2) £ (1) CTHREREAEZEENTELTWSGEEIE. RELSWLAFERAEEHAEZORA
BIZDOWNT

L

(3) FOith, MERFRIZCAFTFBREZEEAIZDOINT

L

10. &

L
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1) Observational Registry of NovoSeven® Used as On-demand Treatment of Bleeds in Patients
With Haemophilia A and B With Inhibitors (ONE), 2011
http://novonordisk-trials.com/website/pdf/registry/bin_20110719-124220-544.pdf

2) KREWASCE

3) /AR I AT 4RT Ty —~<HEASHAENEE Trial ID: FTHAEM-1510: rFVila
(NovoSeven®) for treatment of mild/moderate joint bleeds in haemophilia patients with
inhibitors: A double-blind study of a single high dose versus standard multiple doses of rFVIla,
2005

4) IR JNT 4 RT 77—~ RS HAENE R Trial ID: FTHAEM-2068: NovoSeven®
(rFVHa) by Single Dose for Home Treatment of Joint Bleeds in Haemophilia Patients with
Inhibitors: A Pilot, Double-Blind Study Versus Standard Multiple Doses of NovoSeven® and
Open-Label FEIBA®, 2006

5) EU IRfI3CHE

6) MNERASCE

7) SN SCE

8) Kavakli K et al.. NovoSeven® trial (FTHAEM-1510) investigators. Home treatment of
haemarthroses using a single dose regimen of recombinant activated factor VI in patients with
haemophilia and inhibitors., Thromb Haemost, 2006, 95: 600-605.

9) Young G et al.: Single 270 microg kg™*-dose rFV1la vs. standard 90 microg kg™-dose rFVIla and
APCC for home treatment of joint bleeds in haemopbhilia patients with inhibitors: a randomized
comparison. Haemophilia., 2008, 14: 287-294

10) Santagostino E et al.: A prospective randomized trial of high and standard doses of recombinant
factor Vlla for treatment of hemarthroses in hemophiliacs with inhibitors. J Thromb Haemost.,
2006, 4: 367-373.

11) Kenet G, et al.: A new approach to treatment of bleeding episodes in young hemophilia patients:
a single bolus megadose of recombinant activated factor VII (NovoSeven®). J Thromb
Haemost., 2003; 1: 450-455.

12) Morfini M, et al.: Pharmacokinetics and safety of a 270 mcg kg™ dose of room temperature
stable recombinant activated factor VII in patients with haemophilia. Haemophilia, 2011;17:
860-866.

13) Pan-Petesch B et al.: Single-dose (270 microg kg-1) recombinant activated factor VII for the
treatment and prevention of bleeds in haemophilia A patients with inhibitors: experience from
seven European haemophilia centres. Haemophilia, 2009, 15: 760-765.

14) Neufeld EJ et al.: On Behalf Of The HTRS Investigators: Exposure and safety of higher doses of
recombinant factor VI11a>250 pg kg@ in individuals with congenital haemophilia complicated
by alloantibody inhibitors: the Haemophilia and Thrombosis Research Society Registry
experience (2004-2008). Haemophilia, 2011;17: 650-656
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15) Salaj P.et al.: Effect of rFVIla dose and time to treatment on patients with haemophilia and
inhibitors: Analysis of HemoRec registry data from the Czech Republic, Haemophilia, 2009;15:
752-769.

16) Parameswaran R, et al.: Dose effect and efficacy of rFVIla in the treatment of hemophilia
patients with inhibitors: analysis from the Hemophilia and Thrombosis Research Society
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