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(B 55 &1 /&K TR 77—~ SH

[FREEFEHH] A 5410 H 30 H

(K - 8] 1A TP 2 ay TA7y (EHR) GEE ML) % 1.1mg. [/ 2.1mg
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WIEF 5513 90 pg/kg (4.5KIUKkg) &3 %, ZD%IE 1 Bl G5 E LT 60~120 pg/kg (3~6 KIU/kg)
Z . MO L OREISS U CEEERT 5, F1IE, b2/ oi, BRMSEIBIE ST D
T, 2~3 B IC T 5, TO%BIRESLE LTS Lo WIRIE, SERRAEEEET S,
7R, WREN DA O M) LTI 270 pg/kg (13.5KIU/Kkg) ZHEEESTDHZ LN TE D,

o % RVEM A B o i i

MElfE-&1T 90 pg/kg (4.5KIUKe) &35, £DHKIE 1 [HE&E LT 60~120 pg/kg (3~6 KIU/kg)
7o, ML OFE K ORREIS U CHEEERT 2, IR, 1bm2G o, BRNEGE BRI D %
T, 2~3 B L 5T 5, TOBRBIRESLE LB SN DB, BEFREEEELTET D,

o JERMES VILIAFRZAELF I I1T 2 H i o i
15~30 ng/kg (0.75~1.5KIU/kg) % L2345 55 F T 4~6 K] Z & 1T 575, HiOFEL D
FEIS U TREEITEEEB TE 5, £, K5HRLEERETE 5,

L =
b |7 Seba= A [RlER I A A =

k Z, R A 7= L5 T = N
B ) R 0 HH fi A 1) oD 4
80~120 pg/kg (4.0~6.0KIU/kg) # ILM23F B AL, BRRPISGENBIZE S D £ T, 1.5~2.5 K] 2 &

ZHEEGT 5,
(HHRRFBAIER)
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Bl R
FEHE (1)

Sfe647H3H

RGBT, HEEE R U2 E R R O E RS S FEE 12 1 2 F OIS, T
DEBYTHD,

&R an B
Bk 72 4] /A EB7CHIEEH 1Img> VY, REFFEH2mg vV 2 [FFEEH Smg >~ U &~

¥
[— & 4] ==7Xary 7iA7y (EHWE)  GEE T Z)
(3 & /&KX IAFazxr 7y—~<Hlstdt
[HEEFEH AT Sfs5410 H 30 H
(A - G&] 1 XA TApicrZary 7Trry (EERD)  (EEHEfz) 1.1 mg, [A 2.1 mg,
[F 5.2 mg %5 A9 5 R M5 A
[FAGERFDORIRE - ZHA]
o IMHEEEREHS VI K+ U35 IX AFIS6 54 v b B X —ZAR-A 9 5 e KMl AR B o H i 4]
o % RVEM A B o i i
o JERVES VIR 7R ZIERF I 2 H i [ o i)
o sl S R A A SR 1 R L AR SR RE DS I B U BIAE A BV D 7T = i
FR 48 3 iE FRE 0D HH I fe i) oD 41l
(B AR EB HIER)
[ERGERE D L - H &)
AANTRANIRA SN FRBERR E SER O TEM L, 2~5 50 TRIRNIZER 35,

o IMIEEERISS VI R I35 IX R FISHT 54 > b B X —Z2RA T 5 Se KM f A% B o H i)

WIE e 5713 90 pg/kg (4.5KIUKE) &%, £ D% 1 BIF G L LT 60~120 ng/kg (3~6 KIU/kg)
Z, M OFEE K OIS U ClEEHERT 2, I8, L2/ oh, BRNEENIREIND E
T, 2~3 K Z LI 575, Z0®%BIREALE LM S 2 B, HE5MREZETERET 5,
RF. WEEDN D AR O Iz LTI 270 pg/kg (13.5 KIU/Kkg) ZHEFR G425 Z LN TE 5,

o B RMEIM AR A o H s

ME 4 b 713 90 pg/kg (4.5KIUKe) &5, Z D% 1 Bl G-& L LT 60~120 ug/kg (3~6 KIU/kg)
Z . i OFEEE K OFREE IS U CEEIIRT 2, #IE, kR3S o, BRINSEPBIREESND £
T, 2~3 B L 535, TOBRBIRESLE S MBS DRI, RE5FREEEETEET D,

o SERVEER VI N1 RZAELEZI 0T 5 H i rm o )
15~30 pg/kg (0.75~1.5KIU/kg) % [L1f12535F B4V 5 £ T 4~6 Il Z & 25T 5, HlL O &L O
RN U TRGRITEEEECE 5, £/, KEHRBLEEHFHETE S,
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o dpA ot SRR A A R i R M AN R B 230 B XX BITE A DL D 7T Y = i)
WA 95 FR T 0D HH I AEE ) oD 477171
80~120 pg/kg (4.0~6.0KIU/kg) # ILM23F B AL, BRRPISGENBIZE S D £ T, 1.5~2.5 K] 2 &

(55,

(T AR I B
[H d
1 2RI L O R K OSENZ 31T 2 FRIUC BI T D BEBFE e 3
2. SEICEIT DB OBEREIZ 35T D A DMIME oo 4
3. FEERARIEHEBRICEE T 5 B R R UBEHE 31T DA DM oo 4
4. FEREARIEENRERRBRICBE T 5 ER R OWEIEIZ I 1T DI DHEME oo 4
5. FEMERRBRICEIT DRI OMEHE T IS 1T D HEATDMIIE oo 4
6. EMIRAFERABR N OB 5 00 iE, B SREE AR (2 B3 2 EEE QN IS B U 2 A OIS 4
7. EEREVE IME R QNG IR (2 AR B 2 BRI ONC B L2331 T DA OIS e 4
8. HEAEIC X 2GR EE IS IRAE T R & RN AR 2 3 A M AR T S OBERE DB o 10
9. HEME (1) VEREFICI T DI oo 10
(W& FE%E—]
GlIEOR ST/

2
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1. BEXIIRRORER O EICE T 2EARRICET 5Bk

AL, =7 & a7 TL7y (EER)  GEEHEZ) ZHES LT 5 8RR 2 TR
WORERE 2 VI K 7841 C, TIREEREIZE VI K7 X35 IX A2kt 54 v e B¥ —2RAT 50K
PEMACH B O M iensl ) | TR RMEMAWEE Ommams) . [ERMEE VIL R RZIERE BT
2 i ol ROV TSk 2 [FIFEGUAR A2 R A U, /B i A ek 38 23 it 25 ST BAE 7
bND T T Y~ MRS E RS O I E R OMfl ] ORhEE « IR THEE SN TV D, £, KFE
VKEL BRINZETe 90 LLEOE Tk THR I LT\ 5,

7T o M IMRIETIE (GT) 1%, /Mg & > 37 B T % GP lib-1lla O K L RFIZ LY
I/ EEEE RE DS BT S 4L 5 B Y BRI ME HE PR R FR T GP TIb-Tlla ORBLENER O 5% FIL 18, 5
~20% 3 5L, GP IIb-Illa OB M FH 1T variant U SN D, GT OAWRIT—#ERAITHK 1/1,000,000
EHEESITVWDN, TIFT7 AN, ~v v NEOREDREEMTHWZ LR35 TEHEY (Clin Appl
Thromb Hemost 2009; 15: 152-65) | B FW I ES 2T 2V v iEE 6 WEICHT 2 AWERIL
1/100,000~1/400,000 & 15 X # T % (J Appl Hematol 2019; 10: 1-9) . GT HEFIZRIT DI, #B&RE
O3 L TIERATEER, 177 A I UHIOE G5 EEZ Ml CoVE IR 3 U C i/ 5o i
NENE XD DS, I /IMRERI 2 8 0 3K 2 S LD /MRSe HLA (289 2 [AREGUANBH T 5 Z L2
MOHNTEY . TS XD /MR A ISIRRE & 72 o 2 GAICIEAREE R G T2 L ST D
(https://www.shouman.jp/disease/details/09 20 033/, /Nfaf&MERsEHEwIE®RE % — [RiEMEiR A @ 2024
F7H3H]) .

ARIED GT IR HNEE « 2 FIT. RPFELHOMY THHEHA / Rt 7 2 1.2mg fth 1 HE RO R
7 HL#EA 1 mg fitll 2 BUSIZR LT 2011 4 6 AICZ DGR - ARNBIMMS -2 EIchkT 5,
WHAGERHREEIX, [3EF - RMEAERESICBT 2 FaEHIc oW Ty CERK 22 4 10 H 25 BfHTHEA
FAK 102559 5) ICESSQAHBFETH Y | UKD IKE - B AERRS BT 2 Faiakh & OFHE
IZBIT DERRBBEICHT- > TX, FOREETORMIZI T HAZRMVENSZIZ STz, D%,
TIERRINARL A 2 I K D IR R A IS B9~ 2 BERFHDO —BR & LTV X MU GHE (7.1.1 ) 23 S
A, Z DORFRIZHS RN TIE 2018 4RIZ GT IZFR D ZhHE » BT DOV T, M/ IMRIS KT 5 [RIFEHUA D Pk
GEMEREBREND & LB, IVMUEEDBICERT S Z ERRERGAIERRE 22 K HOAEX
niz?, £z, KETIRLEGRE R DA O T GT IR ERHEN 2 S, 2014 4Fi2f/Mricsd 5
FIFEHUR DR & i E TR I N TV DB,

VLD L9 ki & E 2. 2022 4F 12 Al —AEEN BARMAR R Fa KD . REEZ GT BEIC
BESDITHI0 | MM D RIFGUAORA R ZHIBRT 5 2 & KO/ Mo . 2 5 5 (2 i
52 L BRREERBAICHERTEE 75 Z Lo T, BEAREE I CEEERRE SN,

HIEEE I, BRINIC R T 2 AR HGEEE L O COAGRHGEICLE LB 2 H1FH, +72bbaiko v
VALY RERGE, A CHEM Lo BIERIC T DA, AR STIREZ A LR, BARRERE B
73T 52 L, ENOLOERNC L BENFITEFEE EAMTHDL LHrLze LT, [

1

MR T i 2004 4512 Tthe treatment of bleeding episodes and for the prevention of bleeding in those undergoing surgery or invasive procedures in
the following patient groups: in patients with Glanzmann’s thrombasthenia with antibodies to GP IIb-IIla and/or HLA, and with past or present
refractoriness to platelet transfusions] % #hAE - R & LTRGBSz,

PRMIZF3 1T D ZE T 1% DZNRE - 2hF13 Tthe treatment of bleeding episodes and for the prevention of bleeding in those undergoing surgery or invasive
procedures in the following patient groups: in patients with Glanzmann’s thrombasthenia with past or present refractoriness to platelet transfusions,
or where platelets are not readily available] TV, BIELR L TH D,

KENCET 5 2hEE - 2R 1% [treatment of bleeding episodes and perioperative management in adults and children with Glanzmann’s thrombasthenia
with refractoriness to platelet transfusions, with or without antibodies to platelets| T® 5,

3
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JEAMERNCAR D ER ARG OB OWT) CERR 1142 A 1 BT 4 5. EEFSE 104 5)
CESE, AERDOEIERNFIR L ABFR - HEEARBHHE I TOII,

2. SRICET 2R R OEEICR T 3 FEOHK
AHFIHVDERCFHRIFEI BOTHY ., REICETAEE) 3RHEh TV AN,

3. FEERKERRICET 2R R OB BT 5 FEOB
AHFFIFHEROCFHEIRDL OO TH S0, [FFERRIKERBRICET 28R IWIEAGRREIC
FHIFE S Th D & S, FleRBEHIRE S h Ty,

4. FEEERFEDBIRERBRICBE T 2 RWE R iR BIT 2 EE OB
AHEFBIIFDELROCFHREIBELILOTH S A, [FEKREDEERRICET 2&E IXVEAGRE
HIFHBEA THD & S, Fri-R@EEHIRH I Tnen,

5. BHRBICBIT SRR R CHAIC I 5 B E OB
ARFIFDEROFARCARD bOTHY . [HMRBICET 558 HRIESATORL,

6. AHEFFRBR OBIE T 2 oM. BREERBRICEET 2 W T 2B E OB

ARFFIIFHDEROFHARIHREL O TH L0, [EYEAFRBRK OBES 5 5 riEICBET 2 &6
EO TERRIEFERARICET 2 &6 BVEARRFEICFHMEEFESA TH D & Sh, Firez@hiRtan T
1,\7‘;[,\0

7. ERREERER BRI Z2MIZBET % RRHE N 317 2 HE OB
AR TIEFHMER I ORH T2 <. ZBEREE LTR 1ITRT VYR b Y HE R OBETTFE O R
R Ehi, £/, BEIA FT7A4 L RUARIBICB T 2@ bIRE S,

F#1 EKHBICBT D ERBRHER

BEHX 5y SEf i L% XS BE BRI A
s HESk LU b iE (FTHAEM-3521 3R5R) GT ¥ 218 2004 4E 12 H~2011 412 B
EA BB (FTHAEM-4030 #5k) GT B#& 4 ) 2013 46 B~20174 6 B

7.1 WALV R N RERCEANBERE
711 WAV X FUBE (CTD 5.3.54-1 : FTHAEM-3521 BRBR, 2004 4E 12 A ~20114E 12 A, %)

TIGVA, TNATx2 VT, A7 FED 15 HIETRESNEFIME VYA M) THSD GIR Z Vi
H#& (FTHAEM-3521 3BR) 12XV, GT BF BT A= v Y — FROFMFFO 1L mEBIZx3 54
KOAMER Z2MERBRET S,

GTR 2Bk I N7z 218 B DWT, 133 fi] 492 BID ABZRFIC AR (1 BEH-Y OEREE ((EHYE:
EHEREZE) koY, H= Y — FOEH : 98+42 ngke/dose, FilFD LM EH : 10739
ngkg/dose) 3G X, 9 H 94 i 333 EIFHIM=T ¥ Y — FOEFE. 77 6 159 BEILFHTEEO 1k f & B3
B L Shic, REYEERGREOFE (FXME [§FH] ) 1%24.1 [0~80] mTHY . 12 A : 41
(30.8%) . 12~17 m&A : 16 Bl (12.0%) | 18 mkLA L : 74 ] (55.6%) . B : 2 6] (1.5%) Toh -7,

4
)R VHIBER Img VU U2 B R VT4 R7 Ty —~HASH__FERESE




AENEE SN g5RE ORENT, T8 : 62 6] (46.6%) . T A : 13 i (9.8%) . variant & : 3 f5i] (2.3%) .

REA 25561 (41.4%) | m/vREEIMAERIEIX, $Y 31 6] (23.3%) . 72 L 63 6 (47.4%) . 7EA 39 4
(29.3%) | Hui/IMERHUEIZ. Y 60 B (45.1%) . 72 L 65 i (48.9%) . B8 Hi| (6.0%) Toh -7z,
AENRFE INHLT E Y — FEOFMRFEOIEMEBRIZOWT, fFHIRERE ON /5 AR SR

TER O/ MEIER O EER OB IMEITZR 2 ROR 3D LB Thotz, -, BESh-EEFEFRIZ

FA4DLBYThHoT=,
F2 AEREEIN-HMTEY— FIZBiT 5880 F0E
% i Hin= vy — RizBi 25542
=Y — F¥ a5 A% hRI2L M AEE -« B
2kEH 94 333 262 (78.7) 60 (18.0) 4(12) 72.1)
BERaRR
iviikizy, S0 38 155 129 (83.2) 24 (15.5) 0 2(1.3)
/)R g 10 14 12 (85.7) 1(7.1) 0 1(7.1)
i/ iR g L + i oD 1k i 35 55 34 54 35 (64.8) 18 (33.3) 1(1.9) 0
i /R AL O 1k i iE R 55 110 86 (78.2) 17 (15.5) 327 4 (3.6)
i/ R AR RE / Hifn /MR LA 5
/)~ HR g HiEH v 15 36 26 (72.2) 10 (27.8) 0 0
FISIRAE Pz L 5 31 23 (74.2) 6(19.4) 1(32) 1(32)
Hy AR 1 6 6 (100) 0 0 0
/N HR i HfkdH v 14 47 30 (63.8) 12 (25.5) 2(4.3) 3(6.4)
RISIRAE Hifkia L 29 159 135 (84.9) 22 (13.8) 0 2(1.3)
2L HiiERH 5 9 5 (55.6) 4(44.4) 0 0
i /)~ BR i HiEdH v 10 14 11 (78.6) 2(14.3) 1(7.1) 0
FISIRAE bk L 13 27 22 (81.5) 4(14.8) 0 1(3.7)
il Pk 2 4 4 (100) 0 0 0

B, EEXITEE (%)
a) A% 1k ik 6 R LL B AS2vy, MRS - HiiidED LR L T o, 2187 L - Ml A RZESUIE(L

#3 FEIBRESHWEFNROLEMNERICHT 5F 04

%% FHTRED FHRFOILMERBICB T 2 EHE?
Ak i B ER R 3 A% HoreIE%h BhERIR L Il AEE - REA
2kEMH 77 159 140 (88.1) 14 (8.8) 3(1.9) 2(1.3)
BERERR
GERERZR L 35 62 59 (95.2) 3(4.8) 0 0
i /) AR g 4 4 4 (100) 0 0 0
i/ R L+t oD 1k M AR 19 22 15 (68.2) 4(18.2) 209.1) 1(4.5)
/MR LA O 1 G 42 71 62 (87.3) 7(9.9) 1(1.4) 1(1.4)
/MRS AR ISREE B/ MR AR R
/N HR i hifEdH v 16 40 38 (95.0) 2 (5.0) 0 0
ENIEIN Pk L 5 12 8 (66.7) 4(33.3) 0 0
HY HUiERH 1 1 1 (100) 0 0 0
i /)~ BR i HiEdH v 13 25 21 (84.0) 2 (8.0) 1(4.0) 1 (4.0)
FISIRAE HuiEz L 19 37 35 (94.6) 12.7) 127 0
2L AR 1 1 1(100) 0 0 0
/N HR i ks Y 10 20 14 (70.0) 4(20.0) 1(5.0) 1(5.0)
RIGIRAE Pz L 12 23 22 (95.7) 1(4.3) 0 0
B HUEREA 0 0 0 0 0 0
ik, EIFEXITEE (%)
a) A% : EE7pbm, MoNAES BEOHMEERM, 2R L : BEOHmER
5
) ARt 7V HI BHERH 1mg VU > DAl 2 P IVT A R 77—~ at__FEHES




Fa4 WHALVOA N WETHESWAEESR

- BRI | s HEBS w8 | oEer | Em
A (W5 - B) 2L 2L 7 LA E—E - 2L B4
ey — 72 L [E1
B (Il - B) HY 2L B /R B 2 DM 2 e 72 L a1
< b BT i 72 L HiliE D Y
c (H&E-8 2L HY I X 5B & Ot il HE 7L [E1
D (1% - %) 2L il FEE — 2L ]
E (B - 5) L 2L 38.5 FEDRE — 2L Bl
F (W& - %) 7L HY [ — 72 L [EF
G (W& - %) ) 2L VR IR MR T i ) HEH
H (W% - %) 72 L Y /PR PR i BR — ) B
1 (% - %) B Y L S 730 B

a) AEZEROFEREZTT,

7.1.2 ENEEHZE (CTD5.3.5.4-2 : FTHAEM-4030 388, 20134 6 H~20174 6 H, %)
HAAN GT BFIZBIT A REOENER OVEZLMDOFREIET 570, AIKD GT I[Z4R 5 2hEEEM
RRCRR SN HREEICES ENBEMERE K I, ZORMOBMEIRSOLEBY ThoT-,

#5 ENBEREICKT 2REOHEE

T T [ RS AC S BB
HRE b il Bl B L LI - r ﬁi‘; - prmm | may | TERR
Tl || 50 | =L &Y g | 3m | g/ﬁégose /R L H% | msnL
63.0 ff /AR g L LAA
Hifm #1 3@ ug/kg/dose jragre HE
672 iR .+
K (%% B 5y | »L L Ml # | 2@ pg/kg/dose 0> 1 MLIE% 5 HWERL
, 210.1 ff /AR g L LAA
Fif TE [ okg/dose e EEy
LWz | | su | L i | 2m | RS 2L CE NI T
. - 75.3 /| B . LA S O
MEE-© || =L | &5 73 Hii 6B | o kedose e B ME L

a) L : HELT E Y — R, S : FWROLLER
b) [ €Y — &% (6 ML LM 2 | BAMES (HIEED LESHRLTV13) | 2R2L MOAFEIZEL) T

REE
FiTRrO LM EEFZ (EFZ2km) | Bo80F% @EEOHMmEm) | #ReL GBEOHMmER) ILFFHFEE

7.2 EOMOHER
721 BRI KT
RERRBIAA BT A VTR 5 PHEDEE - BRI HEHIT. LLToLBY THhoT,

¢ The United Kingdom Haemophilia Centre Doctors’ Organisation (Z X 2 22% A4 K 4 > (Br J Haematol
2006: 135: 603-33) : FTAYALE K OHURRIESE THME B L) L 2W5E, 16 OERBIL M/ MR
#@ifl, 1FVIa XIZZ DA TH S, RFTHLERERD 7 2%V AR TIEMATR+22561C, &
Hife AREH M EF O MM 2B S CFFM TE 5, Mz BN S 2VHMmIC) LT, i/ Rz
BRELTIFVIa 2T LRAETH D,

*  GT DFWREREN VY ¥ BREHE 6 VED S22 2BFEHHEERCBITEH4 K74~ (TAppl
Hematol 2019; 10: 1-9) : X v BEE IFIIERISHEDOHIM (more severe or non-responsive bleeds) (2% L
TH/MEEIIL THERTE S X 5. GT BEDOHMEEDE —BIROWEHIEL LT 1FVIla V5
ZENRTED,
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e French reference center (Z & % consensus recommendations (Orphanet J Rare Dis 2023; 18: 171) : 1fi./Mi
MAISOSE . XITE B/ MEMER T & RWiEEIciE, EEOHMLFiRHT rFVIIa 255
TLHLILENWTED,

722 AFITER

GT BHEIZRIT 2 AR EOF N L2V 5 AFKILEIZ DU T, BIOSIS Previews, Current
Contents Search, Embase & U MEDLINE ZH\\C, [/ Rt7> (4. 4. Vared v Mg
PRI VII R 525t | 770 y~r) o HvMRETE] | THUER] FOBmBSEEICLY,
S S AU72EE 161 RO SCERD 5 6 HUl/IMRIUR Z RA L 722\ UL M AR D 22y GT B3
2T D ARFER G- OFRMATLH I N TNDARIIRIT, R6ITRT 6 M ThoTe (RMAEMHERA @ 2024 4

1A21H) .
£ 6 GT BEICKT DAKEG OB WA S QDA% TR
INFEILHR B
I Thromb Hacmost GT%%wwummm&ﬁwhbwﬁme&mmIm%%&DBWQK$%%&5Lt&:5\$ﬁﬁwpl
2004 2: 1096103 1T~ HHLTZEY — R 77/103 #F (5 5 8 fECRFHIMD V) TAIEEGBHD T o7z, AKIEE ORRBRDSET
’ ESNeh ot EERAEFLIE. MERIEA (F O IR RIE, 7 HOREOEESE L Thol,
Haemophilia GT B4 3 6 (Hif/Mkbiikd v 2 B, f/MRKERMIZH L TT UAX—KIEH 0 1 F) ORERFICAIELE F T 3%
2010; 16: 123 (28P11)  FH A@ga &L L, 1kl L7z,
Haemophilia ﬁﬁGT%ﬁ%%KﬁﬁémﬁwgﬁﬁK\mﬁﬁﬁﬁmwﬁ\ﬁ%ﬁ%&mm9ﬁﬁﬁ%én\MEE%
2011: 17 858.60 DML 2 (55 LAETREARM/ ML L) ROREERER il 2 FRCBO T, ARITHA D 5\ Mk
’ KO ki & PR L TG S i,
Haemophilia U/ PRPUARZRAT L7gvy GT B 1 Bl AT e BAEIA & F0 1 /Ml d OF 1 CHffain, iR Ic AR OV s &
2012; 18: 49-50 XYV LABEREL Lo, MTRiitRic e mimg 2 2 &, FiiEks L,
Haematologica Polonica HUIL/IMREUAZ A L2y, @EOH =T &Y — FRAC /MR & AEEHH LizZ E03b 5 GT BEICE
2015; 46: 88 W, BB ISR L, RS, AREE - R T RV AL NESIN L — Y —BEEIC L D 1k,

EAHAD2023, PO277 N =) S 3 St £ - RIKDE eSS -
(Haemophilia 2023: 29) Fui/ MEHUAZ RA L7220 GT BE 8 Bl 5 5 3 41T, il Pz A & LI AR EGHRE 2RI S hiz,

TR BB 5 EE O
7R1 BZMEIZOWNT

HEEE L, AL P2 N U GRAE R OENBIEIEO RS2 B E 272 GT B T8I 2 AREOF BT
DT, LLFO X IICHHLTWS,

WL 2 U (7.1.1 ) 12O T, RENRE I Y — FolpE (F2) 2T
78.7% (262/333 [5]) OIS AR & HE Sz, Pl MREUEZ RA L WER (74.2~84.9%) KON
INHRER LA AR BE D 72 WERT (55.6~84.9%) (2B W TAHRN & HIE SN-IGEOEISIE. BAGROHLL/ N
IR 2 RA L/ MR R IR BE D & DA DFER (72.2%) LRRE TH -7z, 723, IREDONEIC
VEASIRI N Z R L 2 O OF G IR S il S AU72 b O b & £ T B 48, GRHTEIRBI O H 4y # M R T,
A2 EHIE S NTZIBR OB G T G 72ENIRBO bR o7 (64.8~85.7%) .

AN G S AR O 1L AP (38 3) 2Tl 88.1% (140/159 [a]) DIRENA RN & HE ST,
= &Y — FOJEHR & RRRIC, Jril/MERIURZRA LR W] (66.7~95.7%) K OV MR LA etk
RED 72 WEER (84.0~100%) 23\ TH %N & HIE SNTIEROEIG L, BEAROPU/ IMRITRZ /A L
1R LA TSR RE D 8 H I DFERL (95.0%) L RRETH 7o, £z, JFAEEROHER T,
A2 &EHIE S TZIBERDOFNGITH G078 WTRO o7 (68.2~100%)

EWNBLETE (7.1.2 3H) TlE, Hul IMREUE 2 RA L7220 SUT M MR A SR BE D 72Uy GT B F# 4
FlzBWT, Hil= Y — K 5 R RO IE M PR 1 F CARIEN RG-S, T X TORENRER) &
fHEShE (S .

7
VIR T HIEHEM Img > U P2 Btk R AT a2 Ty —~ RS FhmEE



LLEDRKIZINZ BRI A BT A BT 2Ll AR LRI B T 2 B ERROBE 2 EZD &
AKHGEIROAEDOAIMTRED N TVDLEDLHE R D,

MR HRFEFEOBAEZ TR L, RS EEE XY . /IS 2 RIEGUARZ5RA L7 GT B3
KON R I A TSR BE D F 5 U720y GT BFITH T 2 AREOF ML, WITH L EFEE EAMTH
% &l L7,

LI E OB OFIWTIZ SV TR, MRS O Tilkim L 720,

7R2 BTEMEIZTONT

HFEE 1T, WL A B U BRE R O ENBEM RO 2B E 2 72 GT BB 2 AED eI
DNT, LFO X DIZFHHAL TV D,

WL 2 B VA (711 ) TRESNEAFFREILI4DLEBY THY | BAGETRHEINT
WA RIER ZE D Frill/ MREUARS i AR BB O A 2 L 5 FEZR2EWITRO b TR 57,
Flo, ZTO LI BREVERBT L CEERE L /ST ey, Iz T, ilR%ET —4% & LT 2017 4F 12
A 1 H~2022 12 A 31 BIZIUE L7222 dIciE, GT BFIZH T 2rITEM A 52 1 150 4 (HEFE
718, FEERE 79 F) EENTWIED, e 2L et EOBRRITBO biLed oz, Leh-> T, I/
BAZx3 2 AR Z A LeW GT B KON/ MR LA SIRRED 72 & 7720y GT B ICAIE L L
TABICHEET REEFLIL, BARORE - 2VRICBITAHE LRETH Y . BUEERK L TV 5%24xt
REGIEREITHI ZLICL VLMY A7 IXEHAREE B 2 5,

BRI AE OB E TR L, RIS @RE Y | UMRICHT 2 RFRFLR & AT L 720 GT B
B ORI ISRIED 2 B 172 GT BHICRT 5 AKOREMITNT I b EFHE EAMTH Y,
BERBOIE « MRITH T 5L RN 5| &HEE FHIT 5 = &SI T 5 & HINF L1,

LU OFERE DHFWTIZ W TR, MRSV Tham L 720,

7R3 ERRANLERHT . 2088 - HRROHE - AEICSONT

WX, IO XL 12E x5,

GT &, 747V 2R/ TH D GP lIb-1lla O KB ITIE T X 0 FIET 5 YR ME o Hf
PEFR AR C L ARRBY IR FEIT A, BEE O M ILIZRATEE, $17°7 A I VAIEIC L 0 EBR AR TH D A3,
HE MO/ Ui MR AS LB & 72 5, F7o, MBI 280 K9 2 &2 L0 i
/IRR HLA (25X 5 RAEHUARA R B L i/ MR LA IIREE & 72 > e 5B 1CiE, AR R T 52 &
EIN TS  (https://www.shouman.jp/disease/details/09 20 033/, /NAIBMEFFERBE#RE ¥ — [HKk
8 H 2024 27 H3 H] ) &

Ll BAOXNEEET 5 HMAERZ 2 L TV A EFICE W TE, Uik LIZFEFEGUAS O
REEIAICINEECH 2 AN ER LORETH D, Fio, BEEOERAAT 5 1A GT A& Tl Mibt
KTH5PLGP IIb-Illa FUAZ FEHLT D U A7 N@mnEBEx 55 Z £, HiGP Ib-Illa ik -A45
TES TR M RE PR IR 238 U, M V20 4 i/ s e i 2 5| & i 2 FIREER D Z &

8
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ZIE L, 18 GT A AN/ BiEFE Ok GT B ikl Mg o 0 AR O FH % HE
95 #%5 (Expert Opin Orphan Drugs 2017; 5: 641-53) & & %,

IRHOBERER, TR KOV TR2 HIZKIT 2Et. BORICE T 2KRBRNELZEE 2 5 &, /i
M AIREED & 5 GT BAF K L i, AT/ WA 2 RFEFIAO A E 2 b5 e L %
25, El2, BINTIEL /MR EE S ICHE AT 5 2 &L BNREERGAICAREOHE AN L STV D08,
M/ MREZEOICHERT 2 2 ENREERGE) Lid, BHEEORMIC X 2 & /ML AFRRETH Y
BRI TERWERRREAIE LR T O L SN TWD, — KIS, /MO AT N2 R BRI
BEORREBICEMRZRS AL I 52 b, 20X 5 REFREERIZ IV Tl i f A IR 78 o A 2
MO LT AIBEENARELE ZE 2 bD, LA o T, BN CIEEEZ M/ M@ I AR R IE D Fx 5 3720
GT BEIIK L TAEZ R ET D N —EDERERO FTHASN TS Z L, TR1 KT TR2 H
IR L7z & B0 /MM AREED e S 720 GT BEITxHT D AREKO G IR VLM X EE
WEENMTHDLEEXONDZ &, Bk L7z B0 18 GT BF . ATl fiEE Y 0Lk GT A&
FE T/ R I A SRED 2 LR WG E THOAREDORENEF SN TVLZ bk Ex DL, K
BT DARIEOE GG OB EITH T > Tid, /MR AISREEDO A B 7y GT BHE ~DO AR
HORTIZER LTERFBRMELEX D, 2O LT, ALY A NUHAE (7.1.1 H) CTOFEARIED
BIRNA KT A o oid# (7.2.11H) ([2MA, AEOKGILGT (T3 HoRmikz a4 2ERICEY
HIlrE s Z L a2BET DL, T, MR BRRIERSE O BZE OWREOIZ M/ MUEEANIT AR 5 EFRERER
ZHEE L, /MR ARIREED 2 B 7e vy GT BFITxE LT, i/ IMRERHIILIZ AN 2 CTASE Z 1RGN
b3 22 LIFAREE B X2 D, £z, ZHUCEHEL T, ZhHE - ZhRICBT D T/ NI A SR BE 23 1
EXFTBAEASBND ] L0 BUEZRIRE « 2VRICBEHE T 2EREICE Lz BT AAOR G213 /RE72 x4
BEITOWT, MR I ASIRBEAN W ST BAE A D BEITIN A, —E ORI T Tl M .
FRIRHED 2 S22V U2 GT BE~OREG LA T 54 HEME T2 2 LM & B2 5,
B, WA LY AN U I L ONE NSRRI T DAL B B IR AGE B OEHN TH -
el enn, ik HEOERBEWRETIIAELEZ D,

UL EORFIE Y . RIEORNEE - W%, 2hhE - 2V RICBE T 58, G - A&, KOHE - BEIcHE
HTHEFEREICHOWT, BUTOREHZLL TO LBV AT T 5 Z Lmy) & |l Lz,

R

[%hie - %hR]

4= A [HlAdH

N Lhy [ 7
ain

7\

LB T < R

e 77 F8 A D HH L AE ) o> $

[%h6E - W RICREES 511 E]
(75 2 = o SR FT0E)

b e Z D R N

OS2 7o 4 B

- iR AR EE DY i R IFBAEAS b D B

- iR I AR BE AN D I AW U A Th 523, B B2/ Mg 2 32 2 & 23 R #E i
/INBRR L 0D S A3 AN 2 & I S 4 2 B

1 11 v Wi N 5
man; P

5T L,
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L 52T T < N

ﬂﬁﬁﬁﬁwmm@m®Mﬁ
80~120 pg/kg (4.0~6.0KIU/kg) # ILM235F HAL, BIRPISGEPBIE S D E T, 1.5~25 KM T &I
&E‘j—éo

(FRATOIKGREEIA « EEMUEL D FARERIBIN,  BRHARERHIER)

LUE OBERE DHIWTIZ W TR, SEMREICRBW Thim L 720,

7.R4 BUEIRFEE ORFTBEIHIZONT
MREIX, 7RI K OVTR2BEIZBIT 2MEt 2 E 25 & RHEFEITR D AIEDH M OV VT ES
HEE EANFITH Y GBI EIK 2 EMEEARTIEE L OB Y R 7 F/AMEIES O F 3R &l L7,

UL EOMREDHIWT I SV TIE, EMHEEIC B TER L2V,

8. MBI K 2ABHFZICHM T REBERNILR 28 A MR R K OBEHE 0¥t

ARKHGH \Fﬁﬁ%ﬁ%:ﬁéi%ﬁ[ﬁ%®ﬁﬁw:owfj(ﬁﬁuﬁnﬂlaﬁiﬁﬁ4%
IR 104 5) ([ZHSE, BEFHRFEAMTHL O L LTHE S, HAMEREOXNR L 725 &R
TR S TR0,

9. FEWE (1) 1ERFHCRIT ZHEFHE

FEHSNTZERN S REE D7 Z o~ UM D) B o i [ o il k3 2 A 2RO
ZeME, BT EAMTHD LHET 5,

B C OB A BE £ 2 TRECIBER 2V EHIBC & 255100, REBEZER L TELIZ RN
LEZ D,

Uk
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FEHRE (2)

A6 8HTH

FERdn B
==

Mk 72 4] /A7 HIFEHEEHA ImgT VY, FEEH2mg VoY, REFEH Smg v~
[— &% 4] =F%ar7 T7A7y (EHR)  (Elo#iz)

(3 #&] /& 74z 7y7—~<Elatt

[(HEEFHHE] Sf5410 A30H

(W E 55— ]
BEED LB,

1. FEAE

H R N OB OBIBICE T 2FEEOMIEIT., LTO LB ThDH, i, KEME#EOHME
Blx, RMBIZOWTOHEMEENL OB LHEICESE, [EEGERERRSIEEICI T 2500
HEOEMICEAT D) CFRk 20412 A 25 AfHT 20 ZH 8 5) OBUEICE Y, B4 Lz,

1.1 B3k, 2ttt BRRMAEM T, 288 - 2R, Ak - AERUCEERGER OBRFTFEEHEIZOWT
HEE T, FRERE () ICEE L TR FotEiconTy . TTR2 Z2&MIC-VTY |
[TR3  EERMONLERHT, Zh8E - WK O - HEIZ OV T RO T7.R4 BUEIRIEH% ORETHIEIC

DN IZBT DO MBI R B b RS Nz,

2. WAEFHE
ULEogEZEE 2, BiIE, KRB SN2 - IR K OHNE - HEZUTO X 5128 L, &
BLTELE AW BT A,

[ZheE - 2hi]

o IMHEEERE S VI K+ U35 IX AFIS6d 5 4 v b B X —ZARA 9 5 e KM AR B o H i 4]

o % RVEM A B o i i

o SERMES VI KR ZAELFZ 51T 2 HiffE [ o fmi

o ffno bRl A RE AN e L5507 T 2~ M ISR T E B O HH i Ag ey o #1i)
(FIFEIE 2 0 BOH AR HIER)

Uik - &
AANTRFNIRSS SN AE 2 2B TEB L. 2~5 900 THIRMIZES 5,
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o IMREERES VI A X35 IX K2t DA > b B X —% A7 5 e R Aw B3 O H i ]

MIEF 5513 90 pg/kg (4.5KIUKkg) &3 %, ZD%IE 1 Bl G5 E LT 60~120 pg/kg (3~6 KIU/kg)
7o, I ORI K OFREE IS U TR BT 2, #181%, k3G o, MRNSEIBIREIND %
T, 2~3 BT L G35, TR BIRENSMLEE SHIET S A IR, RSMREEEER T S,
7R WREN DO M LTI 270 pg/kg (13.5KIU/Kg) ZHEEESTDHZ LN TE D,

o % RVEM A B3 o i i

WElfE-&1X 90 ng/kg (4.5KIUKE) &35, £DHKIE 1 [HiE&E LT 60~120 pg/kg (3~6 KIU/kg)
Z . I O K OFREE DS U CEEIIRT 2, OIE, kR3S o, BRINSEIBIREESND
T, 2~3 B L 5T 5, TOBRBIRESLE LB SN BRI, REFREEEELTET D,

o SERVES VI K7 RZIEEBF IS D HifE [ o i
15~30 ng/kg (0.75~1.5KIU/kg) Z L2345 55 £ T 4~6 K] Z & 1T 595, HiOFEL D
FEICS U TREEITEEEB TE 5, £o, HEHROEERETE 2,

N =T LB 2R HRIEL- RS T o~ Al MU D E fE D HH ifAgE ) 0 BT
m~um@@(urﬁomwg)%tmﬂ%%m\%fm&%ﬂﬁﬂéhéif 1.5~2.5 Wi = &
55,

(FAEEIRE X 0 B HIBR)

Uk
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Bl 7
(W& RS — 5]
e JERH H AGH
16th Annual Congress of European
EAHAD2023 | Association for Haemophilia and | 25 16 [RIERIN I A 72
Allied Disorders 2023
GP IIb-Illa | glycoprotein ITb-ITTa MR ERE 4 2 2% 7 TIb-111a
GT Glanzmann’s thrombasthenia T 7 = i R ) E
GTR Glanzmann’s thrombasthenia registry | 77 >~ Ui/ MRBETJEL A R Y
HLA Human leukocyte antigen b b A fERPR
FVITa $Iclomb1nant activated human factor G T4 2 IR b b R A VT R
i — ISATBOEN R 5 IR B 2R 5 A
x7Zay TATy (EER) (BaFHRz)
AR — W54 . /R 7 HIEER Img >V ¥, [H

fEH 2mg >V V) [AFFHEH Smg v Y
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