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20 |6 % |UU Pt (3180 pg/kg & 7101 |Y (FFHMma< 6|/ Rt& 7|23
i) 8 ~24 R 1) | v ¥ B
BEES %
HERR
L
21 |2 % |UU | O&tim | ©120 pgkg & 12|ON (5% 48| O~@ L |23
@ 5 H|mE BRI IR b, R
i, WHEE| @140 pg/kg % 7 [A] | 1) 7
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ZEiT 2 H

Y (30 rLANIZ Ik
1fi.)

A L

29

30

R

Y'Y

@5t
@5 1.
(@5 1.
@ 5 1.
© 5 1.
© st
@ 5 1.
® A & i
IBGEZ

D100 pg/kg % 1.5
RFfE = &1z 2 [\
@100 pg/kg % 1.5
RFf Z & 12 3 [
@100 pg/kg % 1.5
RFf Z & 12 3 [
@100 pg/kg % 1.5
RFf Z & 12 3 [
®200 pg/kg % 1 [H]
®100 pg/kg % 1.5
BFf] = &1z 3 19
D100 pg/kg % 1.5
BFf] = &1z 3 19
®200 pg/kg % 1 [A]

D1 (6 RFEILANIZ
H I £ 800 XiE
IINIIRCIY S D)
@1 (6 FRFfF LANIZ
HH i & D O
IISIIRE ISV he )
@1 (6 R LANIZ
H 1 E: e ))

@1 (6 R LA A%
) P L2 .
L)

®1 (6 FFFLANIZ
FH i 2 e )

©1 (6 FFRHLL E#%
8 % 1 i & PR
L)

@1 (6 KFEILANIZ
H 1 2 Js )

@I (6 FFELL E#%
) P 12 . R

)

DO~® :
FLEk7e L

30

31

R

B

Y'Y

st
@5 1.
@5t
@ 5 1.
© 5 1.
© st
@5 H 1.

D100 pg/kg % 1.5
B = &z 2 18]
@100 pg/kg % 1 [A]
@100 pg/kg % 1.5
R 2 212 3 1]
@100 pg/kg % 1.5
R 2 212 3 1]

D1 (6 FFELANIZ
HH i & R
IINIIRCISY e )

@1 (6 RFELANIZ
@1 (6 R LA 4%
108 % 12 H 1. & Pk

O~O® :
FLEZR L

30
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® 5 1.
© B i
i (2 )

®100 pg/kg % 1.5
BFf] = &1z 3 19
®100 pg/kg % 1.5
FFf = &1z 3 18]
D100 pg/kg % 1.5
BFf = &1z 3 19
®100 pg/kg % 1.5
REfE] Z & 12 3 [
@200 pg/kg % 1 [A]

$)

@I (6 FFFLANIZ
HH i & R
IINIIRCAY e D)
®1 (6 R LANIZ
H i R )

®1 (6 FRFfF LA A%
i P 12 . R
$)

@1 (6 FEREILANIC

HH 1 8 P/ i
1B 57
@1 (6 BEREILANIC
HH 1 L)
O (6 BFfEILL %
1t #% 1 H 1 £ Pk
)
32 || R O|YY O W H | D100 pgkg % 1.5 1 (6 FERLIMNIZ|D~® : |30
B il e &z 2\ | ikifn) RLALZR L
@&+2E0 | @100 pg/kg % 1 (1] | @1 (6 BEREILANIC
@ [ EN | 3100 pgkg % 1.5] k1)
HA 1. REf = &1 2 [l @I (6 FFfHILANIC
@& I |@100 pgkg % 1.5] k1)
G m |FFEZ &1z 3 [\ @I (6 FFfEILANIC
®& i | 3100 pgkg % 1.5| H L & b 3
DORAME [FEE L3 [| (IR S5HT)
et |©100 pgkg % 1.5/ (6 KFHLINIC
O 2 Lz 2 [\ Hi 1 &)
D100 pg/kg % 1.5|©1 (6 FFEILL LS
15 3L Al (=1 B B K - NS A1 =5
®100 pgkg % 1.5|)
REfE] Z 21T 3 [\ @1 (6 KRFELANIZ
@100 pgkg % 1.5( k1)
Rrf &z 3| | ®1 (6 BrHLIAIC
1k 1f1)
O1 (6 KRFEILANIZ
1k 1f1)
33 | "B |~ |NN 5 AE B 100 pg/kg 2 1.5 g |1 (6 MR AN IL | FodkZe L (30
1] ’ =&z 3 [ 1fi.)
34 | AB | A Y)Y BA T - [100 pgkg & 1.5 Be |1 (6 BERILINIC I |Fedk72 L |30
3] JB B T &z 3 1A 1)
HME
35 132 T |\Y/Y HERI AR Y| 4.8 mg % 1 [H] Y RLidkZe L |31
5 B GBI IR
36 |6 B |U/U F e A |4 [mIge S (firRn, fir|Y FLEiZR L |32
O HILIE R | $4 12 BERET, 34 FER, | 77 H oD i 38 722 H
% (Pt 2|8 H) M%7 753> 7228,
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A, HhEE it% 34 BRI O

BT 145 itk 8 H (nm
FRIE 5 A A RAZTY b
AT brEf%) . FRE
A B ek At Y S
%%SK) A ME I S v

37 (24 #  |UU OAF|O84mg = 1 (O, @b Y (H|DOO : F|32
HUR B PR | @84 mg & 11 |[EIRG O H TH|HEZRL

*£1 K, 2= hnm—
Yoo 1 A4S JLTET)
@4 ELHY
HRAR B B
F 2 A4S
38 |10 % |U/U SABHAYHE 6.6 mg & 1 [1] Y (H[EEG-OH | FeHize L |32
N IGES THImA = b
2R A n—/LTCX7)
B 2=
39 19 5 \YY B R A|irE 1 HEIZ 100]Y Rz L (33
i ng/kg ZAFE 12 B |97 R & 7o H o

2 HEIX 3 B3 T=n, F
&3 H B 4 R i T RE IS T
s ERAL DN & D 1T
MEBHH v, B
& B 1% I WAR
1 K OVBE A 85 1Y
iR B2 S
72 H 0 b o B
BEMEE D 72 W R
LR,

i R I A S Ui MREUA LR A - Y=F, N=ME  U=1H

Foy=48 FFREILANIC 1ML, N=48 BEfILLNICIE M SR o T2, =7 —Z RN, H
FHA I X DR R RE

SR, ALE U WIS BE T A 4

(2) Peer-reviewed journal DAk, * % - 7+ ) P RAZEDHREKR

1) stz A

2004 HZ /AR VT 4 A tiE, 24 EEOD European Medical Evaluation Agency (EMEA) 725
EUNNBRETD 7 Z < i MEETIEIS 63 57K 24572, EMEA (X, / RE 7 D44
WRBIZB T D ER DAL ZEMEOMROT-DIZ, 6 FMOTIRZEHEZZR L, BIESE
TIZSEMOT =2 NEBSN TS, LITFICEOMEERT,

i B i B 2% B i A DL

FERE

T MUIMEE T ERE SRS D ) R T ok i & AR
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HIEEMA
Prof . M.C. Poon, University of Calgary, Calgary Alberta T2N 2T9, Canada

Ehtifagx
10 WE, 19ftigk (KAY 3, "o HY =3, XFAX 1, A—ANIT 1, A X VT 4, A
NA2TAFHIT 1, AFXVR2, FFX T LT T A ] ik

INFRICHR -

e Poon MC, Zotz R, Di Minno G, Abrams ZS, Knudsen JB, Laurian Y. Glanzmann’s thrombasthenia
treatment: a prospective observational registry on the use of recombinant human activated factor
VII (rFVIla) and other hemostatic agents. Seminar in Hematology 2006:43 (suppl 1):S33-S35.

e Poon MC, Zotz R, Di Minno G, Abrams Z, Knudsen JB, Laurian Y. Treatment of Glanzmann’s
thrombasthenia: A prospective observational registry on the use of recombinant human activated
factor VII (rFVIla) and other hemostatic agents. XXth Congress of the International Society on
Thrombosis and Haemostasis. Sydney, Australia, August 6-12, 2005

TSR RO 7 = —X
2004 4F 12 H 31 H~2009 4 12 H 11 A iR BR A L 7 — ZINE
HAY -

o M/ IMIERIMIZ ST L ARSI ZE DB LD & % 7T o~ v v MR T EBE 23617 % iy
TBIR K MR Fie/ FRs O MM TR I 2/ Rt 7 v OFME R 222 Bt 2,

o HEERRIZRIT D, 77 Y~ sivMREETERE OHiT vy — F RO kiR
W B9 5T (B A UL O I DO DA EICEE D 5 ) Oi)f ARl T 2,

ik

o ARWEIL, 4 FIHOHRMHTT —ZIZES<BOTH Y, 2009 412 A 11 H £ TITBRGES
NleTr—2%E0, ZEBETREBEFAE, /IMEmics L CRISXITEOBHEDOH 5 7
T IMREEERFE ST D ) R T U OFMER O M & T 5,

o KFHERIGT —H DY —AT&H % Glanzmann’s Thrombasthenia Registry (213, Z LR
IZBW TR W72 b &8 - 7R (FUBEEHI STt O ZER O o A 2B H3°) 23T
bivic, IKHFRIChE 57 7 Y~ Vi/IMREETIERFE DT — 2 b EENTND,

e Glanzmann’s Thrombasthenia Registry (%, / RN /LT ¢ A 7 03 4258 U 7o i I FR A 51 23
EMEA ®t M EHELZERS (CHMP) (2GR S U7=tk, 2004 412 [EERAUFARIHERS (The
Glanzmann expert panel) &N/ R VT 0 A7 2 k- TRth & iz,

FHE K OMEAT S 7= kR 4x
AL, 2009 4E 12 H 11 BHETIZZ T oY~ /IR IE B 57 1] 242 (= &°
Y — RF218f, FlF 31 1) o/ on/z7 —2IZES<, Zoob9fliTtimrry — &
FHFOW BTN,

W L OVE 2R AR

o U T~ U/IMRIETERE (M MREREERE R AN SO TR T, i AR 5 5 e O H ifi g ]
DIEE, XXM/ MASEERT DO BH 2 R L T 2 e RO MK B2 69 5 B3 L ER

o MM/ REN NI/ MEDTEREIXIES,, &b L-2Wiik#ElX, 7a—% A4 M A MU —KONE
BT RIBOFRFE % 5 e GP 1lb-1lla 52 7RO & Ei) L OVEMERIFEN ThH 5.

BB, HEROBEHIE, 7y &

o TRTOABFIL, UHEDOIGBRGTIEIIE > THRE SN, ZOBEGRED - DI R IRt
L723EA T 720,

o JARETLOFEGIL, BUICKET DU SCEIZNES T, & D WIS R O & 20
STz, BUICKBWTHELRESN/-HIE - HEIIUTO LB TH D -
7 Z = AR TE BB O I MREE I K OMRIRRY T4 TR O i RSk L
KEHZV 90 ng (80~120 pg) % 2 B Z L2595, +o7Ribhia245 5 -dicd
R e 3G T D L,
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eI
YR OFIWIC LV BE T LIRRD

ATATG T — A 2k

Him—e vy — NiZxt3 5% 5

Hfle Y — Rz L A7 o35 SN EEIZHOWT, IBEETERIZLL IO A r—v
TAHRWEZ ST LT,

o HZN: LM AE ST,

o OB KD LTS, R LT,

o MEZH® HMLIIARZE XITEAL LT,

o FTAMAHE ©

Q) AR EBZONDEEITIEMNTE SN TR % 6 Re AN, 6~24 el 24 BKEfLL B2y
ML CRosk

b) ORA B UTIESh &M S A T, IS S L ie Rk A R T S,

¢) iHMIAREDLGEIXZ OB 253 5,

TR O &5

FHHHZ ) R E T U5 SN BFICHONT, LLFD R — L CHEMEZ 2 LT,
o A% EHE O Ik

o OOARN Y IR O H A )

o HEZH: HIMIEZE DOREI

-Jﬁr%b

a) ORH B T EES) & TG S AR, IS L IRRIE A ST D,

b) P RBEDS AT DA ZE# T 5,

APt EL E — 2
HEES (B RT3 & R OO AL, B BABAN A H L) |
“u bhu RN AR RN T o T ) —

WAtk

k= RARA v b

o il =t Y — RaDfh  EFENEEE/BE L DR A IR (B 584 TR

o TANRFOLL G« HFREIC K 2 HEE IE M FFAh

BTV RARA v b

o HMBEEER TR SHLE G, R T o BER RS ESDOEERS L OEERAG
EHL DI HMEE

o HERMAM (v bur B, /M, 747V 7 —4r) OXE) (FRERLH)

AINER OB EAEM AR LTz, AMET — 2 I3kO L5 @l Lz =Y — K ; f
LN Ef” FI 5 RFEM, DFifr, S, DAEERD I8 ARMDOEE LTS/ ANtk 7
DAV T 57 — X ZRHIRER) LTz, SERHEITIIEIE S o7z,

%&Eﬁ%‘*a :

o U T MR IESIERE 57 B (B 25 B, Aotk 32 ), AR 0.1~64 5%, 57 B
32 651 (56%) M/ XIE 18 iR Th - 7=,

o 16BNXIRL T T Ly~ M/ MEEETE, SHNEX IR 7 < /Mg JE THh - 72,
30 BNTEBBINAATH Y | S PUIEEBBRNET 5T — X DRGSR o7,

o IM/IMEFLARIL 13 B CRRD AL, MM ORI S BlicAbit, 20955 34T
W MREUAR b R A LTz,

o FHFZ / RET OG- E2Z 72 12610 5 B, 2 Bl MRS RIS OB & - 72,
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BRI DRE R

o ITORERIZ 20094 12 H 11 HE TIZBGRINT=T — X ITH S,

=Y — Rizkt3 5 &5

o JRETUNEGINI-HLE=E Y —R68H4D DB, 19 HL/ A7 v HEMBEE R Th
N, ooy Y — Tk, /A7 5T A7 v L0 LT, tho3kHA)
W ST, PURRER (F 7 23 A8 KO/ MR S - & b2 < b= 0f
BHITH -T2, /ARETUNEESHIZHILT E Y — RO i, BEA 2RI
(5% Thotz, /ARETUNEGEISNZ S DMLY Y —KDHH, 50—
RIZHFEE, 18—t Y — NEIEEThH--, FEEOH M= Y — FTiX, EEO=v Y
— Rz, BHEAMEN TH%h) TholmHmnEno7= (80% vs. 67%) .

o« BERINTZSTHIOERED S B, 3241 (56%) 1F 18K THY ., ZDHH 124 TEHET
50 1 CBERENZ 18 RO BEREICB T A=Y Y — R 169 kD 5 H) o=
B — KRB HR BTz, BEkSnW-BESAKTIE, /A7 oRgsEsn-tHhoy Yy —FK
DU FENZ BT, A MERME T2 Tho7e, EEOHIM =Y — K18 D 5
H 16 1T 18 R O BE TH LT, 18 HAMDEFICB N TH, FEEOH M= Y
— RTi%, EEOE Y — NI, BEAERS T2 TholohimaiZhro7- (82%
vs. 63%) .

o B2 MHOHIMTE Y —FDHH 376150 =8 Y — KTiL, / RE T U USNOIRK DB E
STz, mbZ< ALz b AN MREFI RO N T 2 X LB ThoTz, /R ET
U SN oo il B Y — ROWEEETIE, 2 FEU EoEEIEN AV b,
) R T U LUADIEMIEEN TN M= Y — R 150 4D 5 b, 127 RS HpAEEE  23
R EETH -,

TR o5 (FHHI#E5)

o 12HI 24 EDFIITENT ) AT UGSz, MIEARMEIL. 2 R 7T oinkh s
M- FHT 24 10 21 1 (88%) T RN . 24T Io0F%h) o 11T MES)) LiHMES
Nz, 9B 19 O FM Tl /R 7 A OIImA] (b7 %355 2E K O/ il
F) NOEHAEG- SN, T 19 BT A EA R, 1814 (95%) T A%h) . 1
R Io0F %) LMl Sz, KPR 3 Tik, BHEEDMEIL TER) 210, [00F
wh 1 THoT,

o 18 A DB TIX, /AINFI 1 3] 2 4, RFAMT 16 1 HHIcBNW T Re 7 o &b S,
18 AT DOBE BN T/ AT o nEh5 sn-65 3 o BB 28EA 2h 1T,
T_T AW Thoto,

o 60 7THOFINTIL, /AT UANADIEMAIN S Sz (749 3 4 TIEEEAI O HR N
einoln) o CEFIOBWMNE O TND) / REe 7 U EE SR h o7z 4 ORI
B AMHER M, THZ 24, TS 14, TRHMERRE) 1 CThotz, /A ET
UG SN 0o T RFA LR DR AL, [RHMEARGE] ThHo T,

o 18 AT DIBAE 2643 D/ FMTIE. /R T U LSADIEmMBINEE Sz, WREAR
M TEZh 24, TER) 1 Thotz, / RET U LADIEMAINEE ST 18 R
il DEBE BT D KRFEMII R -7,

MO R

o /ARETUNEREISNTEE T, AFFR (hWieERMELLET) KOTHIShARWN
FRRAR A AL T D& 1T 7220 o T,

o JREBT U, BURAEAL, HDHWIE KRBT v EHRHAAIOHHOWT BT, ke
ERMEZOWMEIL RN o T,

AR

REBOBEICENT, /A7 ORME G I o i f & o513, ik oih
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BRINI TN O M TRHICB L, AT TH o7, MRt R O @S 137270

D7,

RRERIL, ~ v X EF OB &L Good Pharmacoepidemiology Practice % #5F L C S HE <
i,

2) International Data Collection
Poon MC fifi, International Data Collection on Recombinant Factor VIla and Congenital Platelet
Disorders Study Group'? .

1999 4, 77 Y~ /MRIEREBEF OLILMIZ ST D 2 R T v OFME L 2R
#9572 @ International Data Collection 23B%h A7z, 2004 4F2 HIZRESNZiwX P T
(T, 17 BE 49 fisk G5z ) Rt T o FBEH 59 FIIZEBIT D 34 fEOFT L 108 fFOH
Moy — RIZONWTHE SN TWD, BEONGRIL, B 24 B, &tk 35 I Finid 1~
Nk Thol, ZOfmXiE, BRRTOZET v A2/ T REN LR TH 5,

Hiy: /AR e T 07T oY~ MBI ERE OIS 5, ARME & etz it
9% 72 ® O International Data Collection 23T 1417,

B 59 FIOBEITBT D 34 HEOFHT & 108 DT Y — RIZOWTE & bk,
29 BNIBAE D D VT E (I ISR 2 Hiik 2 A L TR 0 | 23 BT i/ Ml i A S 4 ¢
HoT,

FER - FIFICB W TIE 2931 fETHZD, =Y — RTIX 77103t THEZ* Th o7z, (% :
48 FFHLINICIEM CE 2 GAEN A ERESNT,) 72720 8 RHIFHm AR D, HED
HIfl= &Y — RIZB W T 80 ngkg DL EZ% 2.5 B LN OGRS < 3 [BILL B ER S L-it
Tid, MOFLGHEHAFRICILIMRIRAE» o7z (77% (24/31) %F 48% (19/40)], 1k
iM% bR BT R 7 U3 &G SN RETIE, kil 48 REE o R A E IR >
7o

J ARt T o ORGIZEET D EERAFEFRN 2 A S s, 1 TR ER AR E D
O IZERRIE 2 fF5E L 72 FHI T, b o 1 RIIRE IR A oNF:PITH D, 2 fFE b /R
BT ORRBEFRITATREED D LT STV D, 2 Bl b, RFEIFICEBW T, HUikEAl
2R L. mHED /) BT U R A TR E SNTIERITH 5,

(3) HHMEF~ADEFEERAERE L TOREHINER

1) William’s Hematology, 7th ed. Lichtman fi#f#. MaGraw-Hill Medical Hifiil, P1802, USA, 2006°” .

AHPRETIEITROL I ICHEH SN TN D,

[fFVIIa 22N E T, 77 Y~ VMR NFED I MiRICHER ST Y . —EDE)
REFEDOTND, L, EHCTHEDE b Tidawy, £2, FRICmBEORE D H
0. BHIFERHENL L TS DI T2, 65 T rFVIHa I35l IMRPUR DA U 7= i/
M AR EDOG A I SN2 X&ETH D,

2) Wintrobe’s Clinical Hematology, 12th ed. Green fitliffi., Wolters Kluwer/ Lippincott Williams &
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Wilkins i), P1371, USA, 2009° .

AHEFBETIITRO LI ICEEHEI LTINS,

[TFVIa Vi MR A SE OB ED & 2 6 D=0, Hill/MREUAAFEAE L7z B o9 1k
MOERIZHNEND Z LD D, |

3) EBM MR EDIEE  2005—2006. FERFIJCAR, p640, HobE24L, 200477
AETIETROL I ICFEH N TN D,

MEAIETRIMC K0 MR AR SIREE DS & PR MO & 5556 tFVIa ®AINENTH
LEVIMEND D,

(4) ZFRXFEBFODEAA FS 14 U~DEHKR

Bolton-Maggs PH fifi., A review of inherited platelet disorders with guidelines for their management on
behalf of the UKHCDO. Br J Haematol. 2006 Dec;135(5):603-33*” .

FEMAp & —HMESICE D ERED M/ IMIERICRTT DA RI4 2, kD F
R, WL, AR, RIS FI-CHEEIZ DWW TOIRIRTIEZRRE L TN D,

FFiZ 77//7/mmwﬁﬁﬁ (et LCid, /RIS & 9 . HLA <° GP Ib-Ila (&5
% RIFEHUA ZHET 2 72012 RFTLESCHHRIER ORI L H R ORHT, Hiifl 21T 9 Al
%E#é&ﬁﬁéhfwémo%ﬁm\wﬂﬂ  NFR, KFRICBT S AT U0k
R ER R SN TV D, o, HEICBIT L A7 OEATENTEH ST
WD,

) WM W T B AR SN TV DA TRV,

6. AN TORFERE (B RUERAREIZIDONT
(1) EEZRBICHRLIEMTORREIRE (BE) FITOWT

[E] PN e R £ FH S

HA/NEMEFE L OB ANBRAFZENS ORI D X DI, 770y~ /MR
FHETIEF SRR B TH 0 | ARSI D2 BEIEREUT 12 61V, 2DV 57 51 s
EN T\ D, M/ MRIEREE I GP IIb-Illa & 2\ ME HLA (2% L CHURZRA T DIEFIT S 51
RESND, AR TDT T Y~ M/MUEETJIEICKT 5/ Rt 7 o OERHS, 2000 40
itk BUEE T2 HITHY ., BAEALILEGBR AT 5 2 LITBLEMICARARETH 5 L ¥
TR L TV 5,

(2) BEZARICR DA TORKABRBRER VERKERARERIZONT

AFRTILIEBFH ST 1 F (ENTHREEAE (2000 453 A ~20104E2 H) & F—EH) .
FRPET I HERE SN TWD,
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1) EWNES] 1, FRUERERSC, TiRgEHAE L P
KR WEEM, oW Emicst U, SRS VI K -RE o 5083420 Td - 72 /MRS
JiE. BRI IMIE 2008 Jan;49(1):46-50.

MR I AP D 7 F 2 < i MR IE S PE D BE IR LT, AkE 7 v (iFVila) %
TG L2 ERNOREFIRE, 538 DRt il rFVIIa 235850 L7z,

SEFIE 34 wkfctt, S 0RE X 0 #2588, 32 R i/ MR IE & 227, 4T0R 36 8
(ZAE EEIBHTIC L D i BB CTARL, M/ i, 5 EIBH 2 e T L, EE LA iR
PHEFICME Lz, FEX 9 H XV FHEMEo 7 E s HEL, 8B o i Ml i A2 1T o 72 25
M23F5E L7272, 1FVIa 90 pgkg % 3 mligh, EH X0 HMBIFZEIKRT L, AFF
RITFFITRD SN o Tz,

2) EWNIER 2, TrFaiberry >

SATRE Rt IR S 0 O B R e URE Ve Bh T T AR A R T L7z 1 .

H AERRIMVEH -2 MERE 2009 Oct; 70 (4T 57 :763

P IMRUE ZRE T 5 77 7~ /MR IETJRE O B TR LT, MERESAish T H 24
iiREIC 2 R 7 v 2 G LIZENOEF#RE,

FEFIE 59 mk B0, @R EN MR A 520 Cie, BREIEEOREEZ . B aRil
24T 9 KL, HLA T4 /iR 2 40 HEAZER L, 90 pg/kg @ rFVIIa % 3 [A], 2 Bifd & (285 L=,
IR T O B 2 78D 72 b O O I EIE 270 mL Td - 72, fiF4 HImE 1258 6 72 5o
7=

7. DHBEOZLMEICONT
(1) BEERRICHRAINEANCETAIETUVARUVBARANCE T 5EMEOREFEMEIZD
ANE

7T M MEIEI A DIRBTH D70, TOHIMTE Y — RIZE T 5 kMG
K OVFAf AR TR O i FRAICEB T 5 /) R 7 v OFERARBRIZZ < v, L Lan
5. 4., SATR LI L 90T, MESMEERFER, International Data Collection, 1% i A M OVAF
WIS LY, S ARET R T T oy i MR EE T E RS O IR K VR R R T
REDO M TEHIZEBNWTHEDITHL Z ENRmINTWD, WEAERKER, International Data
Collection, TiRFEIHA K OAKIR L TIX, NEZELIREWVEREOLEF BN T/ kT
YOREYEPTRSN TN D, TIREFHETIE, NMNED T T < /MR ERE B
TEEOHMOBEENE NS0, JRET L OEDMITHRABRE LFRETHY . FiC X
D ZEHITFRO B,

7z, 6. Q) WIRLEEL T, HAABZ LDETH L2, ZORBOILMIGIRICEIT S
J R T OFEIEE RS LI AR SR TN D Y Y,
ABEBOBME TR, REA Ml 5 IES Z &2 ETH D3R EABICE LT AR
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FEI N F e EERAERNGE LR TR, BARANESEAR T A7 o3
WyEhaE - ZAPEICAHEIERRD STV RN O i MRIEERE O 1L IERICBT 5 ) R
7 OERBEIE, TEME b MR BT X K7 OiEMEL O 58 & O GP 1Ib-1lla FEAR A7
DI/ IMUEEDEREIZ LD EZEX BN TWD, MAJRERE, @&, & VI K- RZIELHE
B LU/ MRIEEBEFEOWTNICBNTY, /A7 ORI T 2 A E
TR T LT,

PLb, BERERAICE T2 2 A7 OEyEEITHEARNENEANE CRIETHLZ L, 7
Z = MR E OJRRE AR IXRIEMIC AT E B 2 oD Z & B v
KANBHEICBI2EILMESN TS Z b, WA TR bz, M/ MRIEREE A GP
IIb-Illa BV M HLA (233 25U 24 L, i/ Mg i AR g2 £ T HAER b 7
T = VMR PEICK T D Rt T oFMEIE, BAANBEICBOTCHLREETHD
&R I L7,

(2) ZEERBICEAINBEANICEISHIETUVARVBARANCE T 52LLEOREFTEIZD
ANE

7T MM IEIEII A VIR TH D70, TOHIMT Y Y — RIZE T 5 kMG
K OFI M2 T RO M PRI T 5 2 A7 O ARERIZZ < 72wy, Lo Lagan
5. ¥ESMIERFER, International Data Collection, TR RA. AR/ ILL N/ KR VT 4 A
7 £t International Product Safety fifICmEINT-BREHREICLD, /AT NT T~
M I ) 9 FREE OO Y YRR M VTR, AR B FE RO I PRAIC B W TR TH DL Z &
DRI TWVD,

2003 FLABEDOARGR L TIX, /A7 ORGICHEET 2 HEERIIFFICHRE ST
WV, ET7o, 2004 F 12 H RV BRBE AT REGAE (BIEREGRA) ICBWTHEERITR
HENR o T2, 1996 FED D 2002 FEE TIZ /AR VT 4 A7 fRICERB SN B #HRIZES<
R T OREWFMIIILL TO LB Th D,

1) AEFS

HBEDAFFERSH GEC 1 HEET), BETRWAEERE | FIRwE Sz, BIKRR
TIHERERAFTERIIRES N TRV, HELRAERESR S HIF 3 FIITHEYEMICEY /R
7L ORREBEGRE Y LS, 261 (1 HHIEL) IXREBERZR L EHE S,

2) BT

JEGF 1 : GP IIb-Tla (2%t 3 2 PR &2 RA 7 2 Bk, BB IR U i M 217> 72
A, kAo, S ARET rEREINZ, JARET 3 EIREZIZER IR S 4,
D LM AT G SN2 ole, / REeT7 UHEEREGOERIC, 1EMAE G720 E F R
JEIC K VAT, HYEMILZ, EEE R T L ORBEERIT ARV &Lz 2,

3) EELRAFRER
o EG2 1 72 kA, ME BRIEAIC K D ARG L A s i i AN S R, B
11 D VEFEN ONZ BARET K QMG E SR BIBRI R O i E B O 7=l Re 7 v &2k b, |

22




DFRIR A 7 — 7 AR ARTC / Rt 72 90 uglkg %R — 7 AFRARNER 5 L, & D% Day 0
7175 Day 16 % T 30 pg/kg/hr THifeiEA L7z, FiTid Day 2 IZE i S 7z,

FHFEBALC I A PHE X722y o 72728, Day 2 75 Day 12 £ THMEM: SIRTEREIC X 5
BHMAFR L, /R 7Tk Lo 72, b7 %25V LBOEIRNE S % Day 11
2H 10 HE M L7z, b7 x2F ¥ ABESHEOERIZIEMm L7z, Day 13 (2l
Wa, JARET o oREERIE LS BREICHREAZREEL Lz, MREORKER. 2Ok
IR AE & O ZERRAE & ) S iz, AR ZERME G OHEIZIE D EA~ T OEHIZ X0
S Liz, HYEMTYEESRLE ) AT EOREBEBRHY LHBL, /AT 08
HREEA . EMH OB G R OBEOESHRENFKRN THD Ea A h LY,

o JEB 3 : GPIIb-Ila (2 X9 D HUERZRA T D 24 i E, A RIIRAE S0 B4 HHAR K OV IR B
FaARETT, TS i R 2 i Sy, B OREAS 2B LT, B M o>
RO 7 Rt 7> (WA 90 pg/kg R — T A H4% 12~25 ng/kg/h ¢ 5 HFFEFEEA,
PIRER 2 OFH) Z8h, /7 RET7 UREAERKT Lz 11 BRICE &, JRE KOS
N AN, /AT oS (12mg R—T A 8H 78 1) FCTREIT ATV b
A, EIc~r ) — - U4 RZUEE NS OHIMARD b2, /R E7 %5 (90
ng/kg, 2B OR—TF AF L) [k vikm L7z, HYEMIzEIY, AFGL ) Rt
7oL OREMBRIEH Y LR P A,

o JEBI4: 8k BIE, ERISHEAMIET DO DOANRILE T IZ ) R 7 &2 #S (80 ng/kg
w2WF T LR — T A G, BUREA K QM MR 2 0FF) . 2[BE O R 7 &
5% 1.5 RERNC MR 2 FBL, 7% A XV R Oie A% I U EHIC X D IER
L7z, HMERCEY, KERLE ) RET U EOREBRIIH Y SHB ST,

o JEBIS: v U — - UL RZUEN G ORI E G MEE, 1ICU 23\ THUMSE & L,
PMERNT, KERL 2Rt 7 L OREEMRIT ARV EHB L 2,

728, 5. (2) 2) @ International Data Collection T S17=. /ARt 7 & DR EEEN
[A[REMEDH VU ) I SNT-EE A EFL 2 HIX. gk ORER] 2 XN 3 128475,

YL, WS Clx, 77 v~ iR D) E BB o e K OVFIl 2 B FERE O
MPBHCRT D 7 A7 O L, FigiiEA & A OOtz T 2 fFo Mtk 3E
BEEEFEERRE SN TND Z D, MRERETFEFRLOBIUNIER L ET 5,
FNLSNDERRZEMEOBR&ITRNEEZEZ BN D,

Fro. (D) IR L X2 T, mMAREE, BFHE, 5 VI KR ZEBE B X O/ R
THERFONTIZBWTSH, /AR ET U OLEMEIZET 2 AFEATRD LA TV, &
BT, NRBFIZBIT DLEMEITITIRANERSE & OERITHRE SN TR,

L7ci3o T, W Caded iz, i/ MRIENE SR B GP Ib-1lla 80U M3 HLA IS4 5 Huik 4k
AL, MR AR EEDS B E SUIBAIER 6D 7T Y~ il IMIET PRI 5 7 A
T OREMX, BAANBEFIZBWTHIAEETH 5 LMt L,

23




(3) EERBICRAILHBFOZEMEICONT

o [EN TIHEMIE M QEZLEICE W CEfSIME R OA BB FHEN ST D,

o UANTITRCK 4 p EH, S5, M, AD 3 »EIZBWTARLIG L TRV, RETITZY
A RTANTEBHENTND, £, BRI 5 S EROTHREREEZ SO, 77
Y= M R B T E BRIk 2 COM Y OBRMBEHIEER H Y | EFEEIC D L
INTN5,

FROENS ORI S . KB DOBELITHRT D2 AR OLZEMET, BEFEY EAMTH

% &Rt Lz,

8. it - WRRUME - ARSORHOBLMITONT
(1) #he - HRITONT

I/ RIS USOEPEZ R FE L TV 5 7T Y~ i IMRIE I E B E O 1L A BB 1 55
—IRPUEIEIL, /MR T S, WESMERFER, International Data Collection M OVl % [E
BEEREFREICIB VTS, M/ MREIM S ITZE DB ED & 5 77 Y~ 2 /MR T i B3
gl LTS RAE™MTbIL., /AT v OFMEKR NEREENRRENTND, Ik
(EU) Ozhhe « 2030 TH i o iEH Iz NS FI SR A FEREO Mo FRh 1 & AR
B L CEREMEMICREH I TWD, Lo Lant, [EWNBEAR O mikkE:E K -84 o 2h6e -
RO A E 2, Al & [k THmBm o) &322 &A%t & Lz,

(—F Tt EPS TR SCE ORLHD 572 5 T

EU #fFE?
NovoSeven D HEIL, LA FOBREEMIZE T 2 H Lo IGEENF QN Tl UM BEH FH R
OHIMD T Th D,

- GP IIb-Illa OV 1% HLA \ZxF 3 2 HuiR 2 £rA L. /Ml i A e iR B8 23 1t 25 S HAE
BEND T T~ o /MRS R

ERNBMATE® Y (R)
GP IIb-Illa & Y/ XX HLA (263 2 9UAZ R L, /s i R IR B8 2318 25 ST HE R
HID T T = o iR S A O H 1 AE ) o il

(2) Az - BEICOWT

AHNOHFERE - ARIZOW T, OENAOERFES A &0 GtErs s, 24tk
LARHPHLEEZ 5N Z & QM/IMEENIEDEE 28R, FEBUR i A 4 1 EF] 2
CNCEERTH D OVRIEARICE L CAREITHRE SN T RN &Y ORI % x5
L LT - a7 — X2 ICBWTEANAZEERD O THNARNI E Y @1 e X

24




—RAMARBEICBOT, /DNETERALY 7 VT 7 ZARNEW Y {00, AREBES
FERMES VIL A7 RZIEBEFRR, B ROBKERT — 2202013/ hNE & ANICB T 2 H &
DEMMEITRD LN TWRNT L ZREINCEIZE L, AT 2 HE - HEEWI & Rk,
RN ENRDOXFET 5 Z &< BRET D Z &Iy &l L7,

k. ENBEARALE - ARICKIUBE LRI L WD D, ARHE - IR LT
b REROFLHE A BINT 2D 2 & A Y) &l U, Fio, HERE GIAOH — @RI, Tk -
AT 2 H EOEE ] IZFEET 2 A0 &l L7z,

(—E TR« [ENINTIRAS SCE ORLHI 72 5 &)
EU W38 Y

HH I D VB ONC FAlT TR B T8 & 521 2 B3 O il T B2 I 2 #ESE T &1 90
ngkg (80~120 pug/kg) & L. 2 B (1.5~2.5 Bf]) Z & ic&b54 %, Aoh7n ki % EIE
H0iE, A &b 3 ERET 5, FREATIIAIERGOLN TN RN LD 5T
O, HELEEGREIIR — T AENTH D, M/ MERLASRE TIERVEFEORE, 77
Y N T 00 B — S HUFE LI IR I T d B

EANRMATE® Y ()

90 pug/kg (80~120 pg/kg) (4.5KIU/kg (4.0~6.0KIU/kg)) & L. 2 HFfE (1.5~2.5 BEfE)) &
TG 5, FEFERIEmMOT-OIC, D &b 3 EEET S,

<Mk - HEICBE S0 Eods>

(1) FHEATITAEIERELNRNZ LB D70, HEREGIRIAR—T 204 L35,
(2) (/B AR RE TR WBFE OSE . 7T Y~ Ui MR T IE O 5 — 8 PURTE T
i/ Mg T 5,

9. BEEANRICRIBLHAKAXREREFOLEMEICONT
(1) ZEERBRITOVWTCHBRATERNDIET VR FIBKREAEENSAFTEL TV SR
DHEEIZDOINT

AFNDOELITT DHDER L EMEN, EFRE LRI THD Z & 2R TERN T
YAFFRTHD EBZZL AN EBT AR OERIEGIED 2 HlEROBNATND Z &
5, BUSHUERIA A I L, BRIREAEEZEET ILENDH 5 EEHEETHHAL TV D,

(2) k3 (1) TEHREKERAEENTELTNWBIEEIX. BELINIFRAEERAETEEDNRA
BIZDWNT

(/ARG ARIEBIUASN~ DT GARDL 2 Z D HEIMNIB T D 7T Y~ v/ MREE T IETR IR
O RERE L2 EICHEEB 2k, 2fledR s LERERERRELZFTE T2 28 b
ERICBWTRFT SN TN D,

25




(3) T, WERFTRICETHAIBERIZONT

Hrlz7e L

10.

&%

Erlz7e L

11.

SEXM—E

1)
2)

4)

5)

6)

7)

8)

9)

10)

11)

12)

13)

14)

15)

Rk 21 . AAVNRMAE =/ AAV/NRD AiEa . TS0 28

Summary of Product Characteristics (EU #&f-f 3C#)

Clinical Trial [Recombinant factor VIla (NovoSeven®) in Patients with Glanzmann’s
Thrombasthenia], Integrated Clinical Trial Report, Synopsis, Novo Nordisk A/S, 2003 Mar.
Tengborn L, Petruson B. A Patient with Glanzmann thrombasthenia and epistaxis successfully
treated with recombinant factor VIla. Thromb Haemost. 1996;75:981-2.

Chuansumrit A, Sangkapreecha C, Hathirat P. Successful epistaxis control in a patient with
Glanzmann thrombasthenia by increased bolus injection dose of recombinant factor Vlla.
Thromb Haemost. 1999;82:1778.

d’Oiron R, Menart C, Trzeciak MC, et al. Use of recombinant VIla in 3 patients with inherited
type I Glanzmann’s thrombasthenia undergoing invasive procedures. Thromb Haemost.
2000;83:644-7.

Patel RK, Savidge GF, Rangarajan S. Use of recombinant factor VIla for post-operative
haemorrhage in a patient with Glanzmann’s thrombasthenia and human leucocyte antigen
antibodies. Br J Haematol. 2001;114:245-6.

Ancliff P, Liesner R, Khair K, Hann I. The use of recombinant factor VIla in a patient with severe
Glanzmann’s thrombasthenia to facilitate insertion of a Port-a-Cath. Blood Coagul Fibrinolysis.
1999;10:447-8.

Campos M, Lima M, Morais S, Justica B. Clinical experience with rFVIla as an universal
haemostatic agent [abstract]. Haemostasis. 2000;30:42-3.

van Buuren HR, Wielenga JJ. Successful surgery using recombinant factor Vlla for
recurrent, idiopathic nonulcer duodenal bleeding in a patient with Glanzmann’s thrombasthenia.
Dig Dis Sci. 2002;47:2134-6.

Ameri A, Stolte S. Correlation of activated clotting time (ACT) with rFVIla infusion and
clinical efficacy in a patient with Glanzmann thrombasthenia and platelet alloantibodies. Thromb
Haemost. 2002;87:1084.

Poon MC, d’Oiron R, von Depka M, Khair K, Ne’grier C, Karafoulidou A, Huth-Kuehne A,
Morfini M for members of the International Data Collection on Recombinant Factor VIla and
Congenital Platelet Disorders Study Group. Prophylactic and therapeutic recombinant factor VIla
administration to patients with Glanzmann's thrombasthenia: results of an international survey. J
Thromb Haemost. 2004;2(7):1096-103.

Balci YI, Karabulut A, Kabukcu S, Sari I, Keskin A. Intensive Menstrual Bleeding
Successfully Treated With Recombinant Factor VIla in Glanzmann Thrombasthenia. Clin Appl
Thromb Hemost. 2010 May 11. [Epub ahead of print] PubMed PMID: 20460355.

Lison S, Spannagl M, Heindl B. Perioperative haemostatic management of Glanzmann
thrombasthenia for abdominal surgery. Blood Coagul Fibrinolysis. 2009;20(5):371-3. PubMed
PMID: 19367156.

Erduran E, Aksoy A, Zaman D. The use of recombinant FVIla in a patient with Glanzmann
thrombasthenia with uncontrolled bleeding after tonsillectomy. Blood Coagul Fibrinolysis.

26




2009;20(3):215-7. PubMed PMID: 19657319.

16) Bakdash S, Lyons JM, Bastacky SI, Pezzone MA, McGee JB, Schoen RE, Regueiro M, Lee
KK, Bontempo FA. Management of persistent gastric bleeding in a patient with Glanzmann's
thrombasthenia. Am J Hematol. 2008;83(5):411-5. PubMed PMID: 18186523.

17) Gunaydin B, Ozkose Z, Pezek S. Recombinant activated factor VII and epsilon
aminocaproic acid treatment of a patient with Glanzmann's thrombasthenia for nasal
polipectomy. J Anesth. 2007;21(1):106-7. Epub 2007 Jan 30. PubMed PMID: 17285428.

18) Bay A, Oner AF. Glanzmann thrombasthenia successfully operated for nasal deformation
with recombinant factor VIIA. Indian Pediatr. 2006;43(12):1094. PubMed PMID: 17202611.

19) Valentino LA. Use of rFVIla in 4 children with Glanzmann thrombasthenia. J Pediatr
Hematol Oncol. 2006;28(10):653-8. PubMed PMID: 17023825.

20) Ismael F, van der Meer J, de Wolf JT, Kuizenga K, Aarts LP, Hendriks HG.
Thromboelastographic evaluation of recombinant factor VIla in a child with Glanzmann's
thrombasthenia. Anesth Analg. 2006;103(3):791-2. PubMed PMID: 16931713.

21) Dargaud Y, Bordet JC, Trzeciak MC, Vinciguerra C, Negrier C. A case of Glanzmann's
thrombasthenia successfully treated with recombinant factor viia during a surgical procedure:
observations on the monitoring and the mechanism of action of this drug. Haematologica.
2006;91(6 Suppl):ECR20. PubMed PMID: 16785139.

22) Lombardo VT, Sottilotta G. Recombinant activated factor VII combined with desmopressin
in preventing bleeding from dental extraction in a patient with Glanzmann's thrombasthenia. Clin
Appl Thromb Hemost. 2006;12(1):115-6. PubMed PMID: 16444446.

23) Hennewig U, Laws HJ, Eisert S, Gobel U. Bleeding and surgery in children with Glanzmann
thrombasthenia with and without the use of recombinant factor VIla. Klin Padiatr.
2005;217(6):365-70. PubMed PMID: 16307424.

24) Yilmaz BT, Alioglu B, Ozyurek E, Akay HT, Mercan S, Ozbek N. Successful use of
recombinant factor VIla (NovoSeven) during cardiac surgery in a pediatric patient with
Glanzmann thrombasthenia. Pediatr Cardiol. 2005;26(6):843-5. PubMed PMID: 15690232.

25) Coppola A, Tufano A, Cimino E, Agangi A, Maruotti GM, Martinelli P, Di Minno, G.
Recombinant factor VIla in a patient with Glanzmann's thrombasthenia undergoing
gynecological surgery: open issues in light of successful treatment. Thromb Haemost.
2004;92(6):1450-2. PubMed PMID: 15583755.

26) Uzunlar HI, Eroglu A, Senel AC, Bostan H, Erciyes N. A patient with Glanzmann's
thrombasthenia for emergent abdominal surgery. Anesth Analg. 2004;99(4):1258-60, table of
contents. PubMed PMID: 15385386.

27) Kaleelrahman M, Minford A, Parapia LA. Use of recombinant factor VIIa in inherited
platelet disorders. Br J Haematol. 2004;125(1):95-6. PubMed PMID: 15015980.

28) Kale A, Bayhan G, Yalinkaya A, Yayla M. The use of recombinant factor VIla in a
primigravida with Glanzmann's thrombasthenia during delivery. J Perinat Med.
2004;32(5):456-8. PubMed PMID: 15493726.

29) Caglar K, Cetinkaya A, Ayta¢ S, Glimriik F, Giirgey A. Use of recombinant factor VIla for
bleeding in children with Glanzmann thrombasthenia. Pediatr Hematol Oncol. 2003;20(6):435-8.
PubMed PMID: 14631616.

30) Almeida AM, Khair K, Hann I, Liesner R. The use of recombinant factor VIIa in children
with inherited platelet function disorders. Br J] Haematol. 2003;121(3):477-81. PubMed PMID:
12716372.

31) Bell JA, Savidge GF. Glanzmann's thrombasthenia proposed optimal management during
surgery and delivery. Clin Appl Thromb Hemost. 2003;9(2):167-70. PubMed PMID: 12812388.

32) Chuansumrit A, Suwannuraks M, Sri-Udomporn N, Pongtanakul B, Worapongpaiboon, S.
Recombinant activated factor VII combined with local measures in preventing bleeding from
invasive dental procedures in patients with Glanzmann thrombasthenia. Blood Coagul
Fibrinolysis. 2003;14(2):187-90. PubMed PMID: 12632030.

33) Devecioglu O, Uniivar A, Anak S, Bilge I, Ander H, Ziylan O. Pyelolithotomy in a patient
with Glanzmann thrombasthenia and antiglycoprotein IIb/I1la antibodies: the shortest possible
duration of treatment with recombinant activated factor VII and platelet transfusions. Turk J

27




Pediatr. 2003;45(1):64-6. PubMed PMID: 12718376.

34) FEATRE RS, W], IRk, = S, PRI, BRI, R, BRI,
sk —BR, E LR R E o0 e R LD LRSI T il & e T L
72 1. HARERRIMR AR HEREE T 7 2009; 70:.763

35) RIFTERM, 28 bk U, IR VIR RF O 50382 Tdh - 72 1]
WA E. FRIR MK 2008;49(1):46-50.

36) Treatment of Glanzmann’s Thrombasthenia: A Prospective Observational Report (Registry
ID:F7GLANZ), Observational Registry Report, Synopsis. Novo Nordisk A/S, 2010 Feb.

37) William’s Hematology, 7th ed. Lichtman fi#fi. MaGraw-Hill Medical Hii), P1802, USA,
2006.

38) Wintrobe’s Clinical Hematology, 12th ed. Green fifliffi, Wolters Kluwer/ Lippincott Williams
& Wilkins [, P1371, USA, 2009

39) EBM MR BOIEHE  2005—2006. #EEFIIMMEH,. p640, HoMEZAE, 2004

40) Bolton-Maggs PH fifi, A review of inherited platelet disorders with guidelines for their
management on behalf of the UKHCDO. Br J Haematol. 2006;135(5):603-33.

41) L7 e ] 5% R = Rl R A Bk 20 SRR & M VA A=A X TP T, 2009

42) R 20 AR R R [ R T A B R A P T A R S A R

43) J R T CENTIRETIE (2000 453 H~2010 42 A) : Glanzmann JEBE#RE

44) FRRT IR, M/ MROBKRESR A « —fmifigm=s, 5 3 e, Rk, mmER, Il
HLO(BEE) . pp 1650-72, SOMEAE, BT, 2006 4

45) George JN, Caen JP, Nurden AT. Glanzmann’s thrombasthenia: The spectrum of clinical
disease. Blood 1990;75:1383-95.

46) Marianne J. Fridberg, Ulla Hedner, Herold R Roberts and Elisabeth Erhardtsen. A study of
the pharmacokinetics and safety recombinant activated factor VII in healthy Caucasian and
Japanese subjects. Blood Coagulation and Fibrinolysis 2005; 16(4):259-66.

47) Robinson KL, Savois H, Street AM. Thrombotic complications in two patients receiving
NovoSeven [abstract]. Haemophilia. 2000;6:349.

48) TS Rt 7 IR SCHE

49) J Rt 7 HE #HEHIAT SCE

50) Villar A, Aronis S, Morfini M, Santagostino E, Auerswald G, et al. Pharmacokinetics of
activated recombinant coagulation factor VII (NovoSeven®) in children vs. adults with
haemophilia A. haemophilia A. 2004:10:352-9.

28




