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R 2 &1z 2 [\
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fifith 34 WRef Ot

2 HEIX 3 BFfi D
L3 HHEIZ 4 K5
e

X2 o203, F
W T BRI T4
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U AZICHR
1 K OVEE % 85 19
IR S BLEE S
7= #A ) 13 1k i B
REMEE D 2 W
# LR,

kT 1A, it 8 B (knm
FEHE 5 A, A4 FA2FY vk
AT v brEfz) . FoiEH
A 5 ERAL IR FE D
:zjé%éS$) MEMEHmLS Y
37 |24 # |U/U O FR|O84mg & 18] |D, @&bY (HIODO : 7|32
WK FR|@8.4mg &2 18] |[EIH#& 5 O A TH|#EZRL
£ 1K, ma=y ha—
Pook 1 AS JLTET)
@4 By
HELOR B bR
F 2 A8
38 |10 5 |ulU S ELHO 6.6 mg % 1 [A] Y (H[EEG O | Fid7e L |32
R 1 bR 25 THm? = >
PN 2P ) o—)LTX7)
B2t
39 |9 5 Yy BRI A|Ir% 1 HEBIC 100|Y FhEcZe L (33
s ng/kg & Ak 12 (8], [ H K & 7 HY i

* N AN IS Ui MR BUARER A - Y=F, N=ME, U=FH]
By =48 BEEILAPNIC ORI, N=48 B LIANIC IR SR o T-, I=F—Z NN T-, H

A & DRI RE

PN, B ST BT S

(2) Peer-reviewed journal Df&EE. * & - 77+ 1) S RFQHERR

1) #gshii g

2004 HElZ 7 AR 2 VT 4 A7 4RI, HEED European Medical Evaluation Agency (EMEA) 225
EUMBEETO 7 Z Y~ i/ MRIETEIC KT 2 KGR 21572, EMEA 1L, /Rt 7 D4E%

BRI IT 2 2R 2 A & L RMEDHER DT DI,

TIZSAEMOT =2 NERBEIN TS O, UTICEOMEL RS,

7R % Bl % R i A D

6 FEHOMREMEZER L, BEE

FERE

T o M IMREE T ERE TS ) R T oS i X BIERGE A
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HIEERM4
Prof . M.C. Poon, University of Calgary, Calgary Alberta T2N 2T9, Canada

FE i it 5%
10 HE, 19fEiR (RAY 3, N AV =3, RFRAF 1, A—ARIT 1 A XZVT 4, A
N2 TAHIT L AFVR2, AT FLKENT T R 1 k)

INFEILHR

¢ 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 (rFVI1la) 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 (rFVI1la) and other hemostatic agents. XXth Congress of the International Society on
Thrombosis and Haemostasis. Sydney, Australia, August 6-12, 2005

TRERHAR RO 7 =—X
2004 4F 12 A 31 H~2009 4£ 12 A 11 H TR BEHRE L 7 — 2 IE
HA -

o I/ IRERIALZ 6 U TR XU Z DB ED & 5 7T Y ~ M/ IMREE T EFRE 2381 5 Hf
TR N MR B TE A O I Y5 281 5 7 Rt 7 o OF MK O et 2 it 5,

o HERRICK TS, 77 vy~ ilvMUEERE O Y — KR OEEE 72 Eifls
WA BT DT (PURIAA SO O HA O H OF B D 59 Olinlfz it 5,

7k

o AKX, 4BIH OB T —ZIZHES< DO TH Y, 2009 412 A 11 H £ TITEEHRS
Nier—#2&t, ZEFETRGEBIEHEA, /Wi L TRIGULZEDREEDOSH 5 7
Z = UV IMREE T ERE ST B ) R T v ORI R N e A T A,

o KA RIRT —H DY —ATH 5 Glanzmann’s Thrombasthenia Registry (Z (%, S NE#FKED
IZRBWTaE M2 LM - 5 (FURER I OER OEHOFIIZEDL 5 3) 2317
biviz, IR b=5 7 7 oY~ I/ IMWEESERE DT — 2 b EFEN TV 5,

e Glanzmann’s Thrombasthenia Registry (%, / 78 )V T ¢ A7 fE0MEZE U 7= i IR% s AT 1 i 53
EMEA Ot FHEHESLZERS (CHMP) (TGRS L72#%, 2004 I [EBRAYFERIEEET (The
Glanzmann expert panel) %N/ R VT 4 A7 FZ K> TRt STz,

S M OFRMT S 7= BB 4k
AL, 2009 4FE 12 A 11 HETIZZ T 2~ Ui/ IMREE T 9E B3 57 5] 242 {4 (=
V—R218 1, T3 oEonT —XIZESL, Zor b 9fidHihoE Yy —R L
FHFO M T IR TN,

P OB AL YE

o UT U /MBS IERE (/MR RE R AN SOOI T, i A B0 22 K OV i R
DIER:, XTI/ MREERERR A O o 2 i & 2 e KMo IR B A2 H 45 B L EE)

o MM/ IRE R O/ MR OFEREIZIE R, i bl L7-2Wi Bk, 7o —%4 b A b U — KON
R KRB OFFE % & e GP lb-llla Z RO E & K OEERFHMETH 5,

PRI HEL OS5 HE, vy FER

o TRTOAEIL., YUHEDOIRETIEIIE > TREENT-, ZOBGEGHED - DRIt
L 72 3RANT 720,

o JIRNETUOEEIX, EUIZEIT DI SCEICHES T, H 2D WITH Y AT O =R o 3
SEfrbhiz, EUICBWTHEEE SN -HE - AR FOLBY THD -
7 Z = M R S BB O H M IRHE R K OMR BRAY FH TR O i P BA % L,
KEHTD 90 pg (80~120 pug) % 2 KM Z &I ET %, +o721b MR a5 57012
2 e 3ENIHRETH L,
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Hifte= Y — Rickt4 5% 5

Hfl= Y — RIZk L R 7 o B EEINT-BEIZONWT, IEEKTRIHZLLTO A 7r—)1
THINEZFEM L 7=,

o BN GBIz,

o SORAHLN Y HIMIEED LAy, B LT,

o ML HIMITARZE UTEAL LT,

o FHAMASEE ©

a) A EEZLNDLEEIXIEMATE SR % 6 RERILAN, 6~24 FRfE], 24 FEfILL RIS
¥H L CRehk

b) OB %N XX MERh & BN S AR, MU SER L7 iRRIE A LT D,

¢) WM AREDLEIXZF OBH Z50# T 5,

FiiE 05

FIHHEZ ) BT U R SN BEFIZHONT, LLTFO R 7 — L AR L=,
o A% WE Ok

o OARN Y HREE D H A

o MY M O]

o FHAHE®

a) ORA BN TS & R S e S A, IS L 7R EE A LT D,

b) FHRNEEDIGEIEZ DB A2 Gldi 3 5,

RFAETE — 22 2P
HEES (BRI RIS T 5 & ORI OBEFISER . SRR LT |
Fu ko e R, MR ¢ T =

Et Tk

HWEx o RARA v B

o MHiLTt Y — R~DfE « RIFENEEE /B L DA RN (BG4 TR

o FINEEDOR G SVBHEIC X AL Ik i 3F A

ety KA v b

o HIMBSFEE G R ONTPEHI 5L &, VR T LR RO 5% OEEES R NEERA
FHLL ORI

o KA (v hur ki, MRS, 747V =5 r) OEH) (FaE7r%E)

ARIMER OB GNER BRI LTz, ARMET —ZI3TRO L S5 Lz Hifle ey — ;o
TEREL CEE, P RFIN ADNF, S50 DRAD I8RO EBEIIRITH ) AT
DANECET 57 —F ZRIRER UTe, #EaHETIEEHE S e h o7,

R =

o JT = /NI E R 5T B (B 25 il Aotk 32 1)) . AR 0.1~64 5%, 57 il
32 5l (56%) A/INRIL 18 AR CTH -7,

o 16X I BT T < i/MRIESE, 5 BT N L < /MR IETE CTh - 72,
30 BB AR TH O, 5 HNTEBERICBET 57 — ¥ BRBEEI N2 o7,

o IM/MRBUIARIE 13 Bl TR BTz, M/ MREg A IS OBE L 5 FllicAbiv, 20955 34T
i MRFUER B IR A LTz,

o FINERIZ ) AT OB %% T2 12610 5 6, 2 Bl MR A IS OBEEN 6 - 72,
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BRNMEDRE S

o LIFORERIZ 20094 12 A 11 H £ TR INT-T —XITHS L,

Hife vy — Fick4 5% 5

o JARBTUNEEIN-HIL=EY Y — K680 S B, 1941 Rt 7 U HIME G523 TH
Nice MOMHMTE Y — RTik, /R 7 U #ERUT R 7 v O LT, hoSH
DPEE- STz, PIER (7 32V A0 KO/ IMUEEAIDN S - & b2 < b= 0f
WA THoT=, /AR TUREEENHIILT v Y — RO@E3 I, BHEA 2RI
(5% Thotlz, /AT oinEEsnze8otmnotry—RKnoH, 50—
NIZHEE, 18 =Y — NZXEE Th-o7-, FHEEOHIM - Y — N TiX, EEOE Y
— RICHe, BHEEAIEN THEh] Tho % -7 (80% vs. 67%) .

o BKEEEINTSTHIOBERED I B, 324 (56%) X 18 AWM THY., ZDHH 125 TEEH
50 7 (B STz 18 RO BE 2RICB T 2= Y — K169 k0 9 5) o=
Y — RBRAR LT, BERINT-BERETIE, VA7 oid&kEsn-Hhoy Yy — K
DI PEENZ BT, FEEIMEFMEL T5%h) CTho7o, EEOHIM =Y — K 181D 5
H 16 MHT 18 ATl DEE THA LT, 18 AR DEFICEB N TH, FEEO I Y
— RTI%, EEOE Y — NI BHFEAED TR TholohiniZhro7- (82%
vs. 63%) .

o 221D T Y — KD HH 374150 =Y — KT, /At 7 v LS OIAF R # 5
ST, bZ < HObNZIEmANII/IMEAI L O N 7 XX A CThoT-, /A ET
VO SN o Tt il B Y — RO T, 2 BB EoRRIESHVv LT,
J R T LU ILMIEE T = v — R 150 £ED 5 b, 127 {EA3pEfE - 23
R EETH T,

FAiEOH S (PRI )

o 12624 thOFITIHNT ) RET UL S, BIEEEL. AT Ul s
T 24 fhh 21 fF (88%) T %0 | 24FT [RoR0AR)) o LT TS L RH S
iz, 9B EDFHITIL, / A7 A EfA (~ 535 L0 K OV R
A BBFHEG ST, ANFIT 19 R 2R AR, 1844 (95%) T M%) L 1
fEC IRRF% LR Sz, RFM 3L TIT, BEHEADIMEIT TR 21k, TR
) L HETH o7,

o 18 A D EFE TIE INFIF 141 2 KRFIN L6 L AHICIHW T A7 Uinfkhb shi,
18 AT D REICBNT / A7 VR G INTEGEE 3EOFTIC 1T 2 HEA 2P,
T_T [HH) Thol,

o 6617 HEOFTITIX, /AT VLS OIL A B - Sz (T 3 TIEIEAI DO FH A
winolz) o CGERIOERPELNTVWD) A7 UR&hG SnRinoTlz 4 thDOFIC
BT OMEEADME. TEZh) 24 TEZh) 14F. [FHEARRE) 1 CThole, /AR ET
UG- SN o T RFN LIRS T 2R SMEIE. TRHMERRE] Th o7z,

o 18RO EE 2 B 3ED/NFHTTIX, /BT v USNDIEIMBIN RS S, HEE%)
PEX THERh) 24, TEERh) L Chole, /At 7 USOIEMA D G S 7 18 Ak
lii D BFENBIT 2 RFMIE R T2,

HEPEORE R

o /AR ETUNEEINTEETIE, AFFS (WeERMEFELEET) KOTHI S0
BRI BB DR IR R 0o T,

o JARET L HMEHK, HHWE RET L EHRBERIOFHOWTRICB TS,
ERRERZOWE T Do T2,

A

REBOBE BT, /A7 OB G 3o ki f & OS5, HilEoih
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PRI FINFOHIM PGB L, AUTLRATH o7, MARTERIERER ORI 720

S7,

ARBRIL, ~LYv U ES O O Good Pharmacoepidemiology Practice % 3857 L C 3 <
i,

2) International Data Collection
Poon MC ftfi, International Data Collection on Recombinant Factor VIla and Congenital Platelet
Disorders Study Group™® .

1999 4=, 7T Y~ U M/IMREEERF OILMIZEBIT D/ R 7 v oauhk L etz H
#3572 O International Data Collection 23BA4A X172, 2004 4F 2 AICRESINIZimX P T
I, 17 TE, 49 RN HF LT R T R 54 59 FllCIs i D 34 10 Fift & 108 {4 HY
ety — RZOWTHESIN TS, BEONRIL, B 24 B, Lt 35 6, FiviL 1~
2k CTholz, ZOfmE, BIFRTOTET v AR T RENLR IR TH 5,

A VR eT o070~ /MU ERE OILMICIS T 5 A & 2t 2 i
9% 728 ® International Data Collection 23{Ti417=,

B 59 BlOBHICEIT D 34 FOFi & 108 tEo =Y — RIZOWTE &b bz,
29 BNTEIE & D WITIREIT M/ MRS KT 2 R Z 7 A L Cd 0 | 23 Flid i Mg A i E] <
o1,

FERL PIICRBW T 2931 HTA R, Hile B Y — R TIX 777103 - CHE  CTH - 7=, (% :
48 FFRILINIC I CE e ah e flE Siiz,) 72720 8 fRIHmHin A28z, HEED
Hifl = &Y — RIZBW T 80 pgkg PLEZ 2.5 BELIN OB [T 3 BILLEKER S LT-#
TlE, oG HEIZAFEIZIEMEIFE N mo -7 (T7% (24/31) % 48% (19/40)]), 1k
Mm% LMERFER T, A7 B ST, kit 48 REf O i s 08 A Z IR -
7

IR T ORGICEET D EERAEFERD 2 S S, 1 AHTEEER AR E )
OMZERIEZ R LIHBI T, b0 1 AREIREICIRBRONTZEHNTH D, 2 &b /R
7L ORRBEBRITREESH Y LS TWD, 2 il b, RFEIICBW T, SisiiaHl
ZOFA L, BHED ) Ae7 o 2REA TR SNTIERTH 5,

(3) HEEE~DREMBRE L TORLEIRR

1) William’s Hematology, 7th ed. Lichtman 1. MaGraw-Hill Medical Hifii, P1802, USA, 2006*” .
AHERETIT FRO I IICEHEH I TS,
lfFVIla X2V E T, 77 Y~ ilvIMREEED LRI STl . —EDL)
REROTCND, LnL, &RICHEDE T=bF Tidy, £/, FRICmBEOHREDL H
0. EHFEPHESL L T D DT TIEZRW, 165 T rEVHa 3Pt/ MR A5 A L 72 i
G A REED S SISO RETH D, )

2) Wintrobe’s Clinical Hematology, 12th ed. Green fitiffi. Wolters Kluwer/ Lippincott Williams &
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Wilkins Hifii, P1371, USA, 2009% .

AHRETIITRO X I ICFEH SN TN D,

MrEVIa (i M A E DBEE D & 2 6 DR, HLili/ IMRFUADFE A L 72 B O FIH Ik
MOBRFEICHNENDZ ERD 5, |

3) EBM IR EDIRH  2005—2006. fLLFIJcfhiF, p640, H4E#4E, 2004
AETITTROL I ICFEEH N TN D,

MR IENE M X0 R AR IE DG & PR MO & 5556 rFVIa ®EAINETH
LEVIHEND D, |

(4) ZEXIIEBFOZHRAA 54 ~DEEEHIRR

Bolton-Maggs PH ftfL, 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" .

HENMLAR Y v 2 —HMESIC KD REOMIMOEEBIZT D04 R4 2, D
S 2EE ISR, RS TIRCHEIC DD T ORI FIEZRE L TV 5,

B2 77 o~ I IMREEE IS 6 LT, i/ MREgIIZ £ 0 . HLA <2 GP llb-1lla (2%
% [RIFEHUARZRET 572012, RFTRVESSHBRIERI OB R L SRR, 8l 24T 9 il
BET D LRI NTNDEY, Zoft, ERHLE, T, KFEMCBIT2 7 Re7 o kR
RO ERIFIER TR S TWD, £z, HEICBIT 2/ A7 o AFENT#E I T
W5,

) WBAMIB W T HAR SN TWDEEHTETITZR W,

6. AMTORFRERRE (BE) RUOEAREICOVT
(1) EERRICERLIEBTORAERE (BE) FITOWT

] PN e R A FH 28

A A/ NRIME RS e A ANERAFZENSDIERHRICH D L DI, 7T~ iR EE
THEIIEF TR TH 0 | ARSI T D BEIEGIEE 12 61V, & 5\ % 57 Bl 2 L ity
ENTWD, M/ REREE 1 GP Hb-1lla & 5 W iE HLA (% L CHUR 2 -3 D IERNT S 1
RESID, AITOT T Y~ f/MUEEEICKRTT 5/ A7 o OEREH . 2000 40
e, BIEE T2 HITHY . BAERLIEGERBR AT 5 2 L IFBLEMIC R AR TH 5 L3
T LTV 5,

(2) ZEENRITR DRI TORRKAEBRABER VERRERAREREIZDNT

AHTIHEFFHSCT 18 (ENTIREHAE (2000 4 3 H~2010 45 2 ) L ®—GEHD) |
FEPET LHIHRE STV D,
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1) EWNEF 1, FRofEflERse, hiikgRa L *®
KR JEEM. DGt U, fEHRE VIE R-RE OB G5 NHTH - 7= il Mg
JiE. PR ML 2008 Jan;49(1):46-50

M/ NRERIICASSED 77 F < i IMREETE D BE IR LT, 2 AkET7 > (FVila) %
G LTERNORERIHRE, 538 ORI rPVIIa 238%h L7,

JEBIIT 34 s tctk, Sh/DREL 0 HIMAE A 2588, 32 FERFIC /MR EE ) E & 32, AT4R 36 i
(2 EGIBIIIC X D0tk H A CTARE, M/ R, A EIBE A BT L. EAE R i A 5R
PTHEFICHPE L7z, % 9 B XV RefetEo = i AN EL, 18 H o /Mg 247 - 72 23 H
M2AFHE L7272, rFVIa 90 pg/kg % 3 RIEH, #H X0 Him&IZFEIKT L, AFEF
BITFFISRRD SN o Tz,

2) EWNIER] 2, FroFaiberly
FERPRE BB, ifn/ N JDE O R BRI U IE ISR BD T Al 2 he T L7z 1

A AREER/MVEH 2 MERE 2009 Oct; 70 (4T 5-) 1763

U/ MREUEEZRE T 2 7 T Y~ i/ MREETHED BT LT, RGeS T H 2
iTRFIZ 2 A7 o &G LT E RN ORI E,

FEBIIE 59 ik B 1, WEMEN M/ MR 252 Te, RITERORZKZ 21T, 52l
24T 9 BE. HLA A I /MR 2 40 HEAZERIM . 90 pg/kg O rFVIla % 3 [a], 2 BfElk & 1o 5 L7z,
fr HFHR O L AB B 2 380 72 b O D L EIE 270 mL T o 72, s I A X2 72 -
77

7. DHBFEOZEAMICDONNT
(1) BEERRICEAINEAZBTER3IETUOARVABRANIZE T 2EMMEOREEMIZD
T

77 Y= MR EIIADRBTH L7720, £OHiT v Y — FIZEIT 2 ks
KOFN/ REOFHEREO MM TRAICET 5 K7 v O ARBRITZ < 2, Lo Laen
5. 4., 5ATR LT X DI, WEAMERFER, International Data Collection, il # Fi#s &k VAT
WK RTINS T Y MU IMREE T E B O IR R OFAT R ERE T
FREDOH M FRHICHENTHZ TH D Z &R IN TV D, MEAMEEIKER . International Data
Collection, iR M OAKIM L TIE, /NEEZZ TR LNWERE O BFEIZBN T/ At
YORIMEDRRINTWD, TTIRERETIX, NNLO 7 Z Y~ MR RE 2B 0
TEREQHMOEENENP TR, /BT OAMEIRAEF LIAKETHY . i &
D AEFITFRD DR,

£72, 6. 2 IRLIZE DI, HAABE LD TH LD, ZORBOILMIGHRIZK T 5
)R T DEDM AR LR A AE ST ¥ ),

ALBOBAG AR, KRB MR FIER] & LSS T 22N RBAERLICE L T A
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FETA NP F e R R L LR T, BARALAEAM T A7 v o3
WIENRE « 22 RMEICHEITERD LTV O /MR S BE o I BRI 1T 5 /) Rt
7 OIERBEFAE, TR LI MR BT X K1 OIEMHAL O 58 & OGP 1Hb-1la FEE 7
DIf/MIEEEDOERICL D LB DN T D, MARBE, fBEE. § VI KT RZESE
BELOM/MIEIIERFEONTNIZEBNTEH, /R 7 ORISR AMICET 2 AfEE
TR DAL,

VLB, EERANICBIT D A7 OFEYEREIZAARNENEANE TRk THLZ L, 7
T 2 VM MR E ORI RRRIC IR N EB 2 b5 2 &, BT D A
ANBEIZBIT DAL HRESINTND Z b, I TRD G, /MUEREE A GP
lb-1la BV N HLA (2T 28U 2 A L, i/ iR REE AN K I BIE R 5 s 7
T UIMREESPEIC TS S RE T o oFMEIT. BAANBEICBONTHRERETH S
& RETERRIT I LTz,

(2) BEERRIZHRAINEANCETAIIETUOARVBRANICE TH2RLEOREFTFMIZD
WT

7T Y MBS E IS A DIRBRTH D720, TOHIMT v Y — R 5 IkfiEFE
L OFMMREOTHFEOHM TR T 5 REe7 O ARERIZZ < 20, L LR
5. MESMEARFER, International Data Collection, TR FHA. AFKH LKL N /R VT 4 A
7t International Product Safety #iFI/mE I NL7Z BRBRWMEICLY . /R T N7 I 00~
M IR B 79 FRE OO VR S VRl AR R FERFO L PRI B W T2 TH D Z &
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