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Ehrenforth, | various 1976~ <1% 14/27 11/27 12/27 | 2015 4/27
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2006 99 (11%) (5%)
r FVII 1991- 27/86 13/86 3-6 47
02 (30%) (15%) A

* L BBEBHEABREATEEL EEH (<1%) DREHBIUEELDPTDA VLY —%ERT,

w1 BU (NERIEAD « YeEd—Dfidehs

rFVIEEEFHERZBMEFEE], odFVIEMERSERBMAFHE, variousEHDEMRFERAC L DIRS,
pd(VWF): D2 YT+« LTS5V FRFESSMEBDHREE], MoAb:E /U0 — T )VIAIKERIC KL DA

1991 FISTH TIE5BU M EZEHHr v EEY —CEE

Goudemand 5 ' [&, VWF(von Willebrand factor) &= MiE SR FEF & F4E
MZBNMRFREHEZNZNREAB U PUPS ICDWTISVAD 24 DY —NERGEZED
RCBORH/EICHRNT, BBDT VeEEY—ELNSNERS U,

—73. Mannucci’®(3. « Y EES —EDRITEEELMEBREED 13 & 23% TIFE 1 @D
BIETHADDICKT L. EBioFHERZERID 84% Tld 3 v AB. %D 160t 6 7w ABICAIEE



BESNDNCERD, CORIEBEMENCKD., MBHREFDBRICIE—BHEDENTHD1 >
EES—DRERICRMSINTENI RODHDELBBLTND, o, MEHREFZER
LIZEBEDDH 10 & 16%I3ED FOVNTSRF UG (PTT) ICK>Tr YeEEY—DF
ENERNONIZFICOINEITECKDAEZT > TCHRD. Goudemand S5DIEHT D1V
EY—RED)ZADF, MBHEEEFCK U TEFENGS/NA PIADDD > TNDIEEEEHD
EDERTHD.

W DHDTORNRD T« TRV LORRD T 1 TIZHBRIC DN TOMEEDD VT, &
BOEGTBERESOHLCRIPNE_ESREFALLERBRDNEINTNNDNON HEREFIL. 1
BRI, RKUERS\DRIENTEBEDD. CNFETERRLTIERD DL,

X1. PUPs ICRIFTDT1 VLS9

o
-9
1

— Kreuz etal pd F VIl
----- Lusher et al r F VIl

—— Brayetalr F VIl
-------- Addiego et al pd F VIl

o
—
|
-

Cumulative risk of inhibitor development
o
P

T
;

15 20 25

o
o
-
=

years

Figure 1 Cumulative risk of inhibitor development—comparison of different PUP studies,
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2002 | (<1% :13) | (18.2%) | (23.1%) | (8%) | (15%) | (=B (13.6%)

67 8)
J—IXRAEFS 2003- 17 0/17 0/15 0/15 0115 | BEZETN 0/17
CRRKRT—4H) 2005 | (<1% : 15) (0%) (0%) (0%) (0%) | TO’E (0%)
2D0ORIA =M 1993- 24 1/24 1/10 0/10 0/10 378 0/24
CRRERFT—H) 2000 (<1% : 10) (4.2%) (10%) (0%) (0%) (2 EFBlE6 (0%)

7 R)




R. BARTOMERBEREFICONTORAODBAEICKNTE, XWRE ULLERIDDPICSD
%)EFWJU)@JAD‘TE%M_C’(D ZNZNIRY UISEHER CTH D BB LLRIIEE TH DB DD,
PUP s DMRBBEICHN T, E-FREBAREICLENTT YEEY -—DEEREISNE
DTIR>BED D> ENDIREND DD,

B FHEBARE CMEBBRREEIDOT VEEY —RERDT —HZ2RIRCE. INSHE
DOHHTMRBBEDZSHREERAFOREN+HDMRESNTNDEND CERBNCED S,
INA PRZJFFLEN TSNS E FTE, F@%’&E}ﬁttiﬁébfj- HERNED. ZICTD)
TR FRICERIICETDEDO TR RN EZBR URITNIETS

IIENHBE. CNBEDT—HDHTII, F@%@F’Eﬁlg%ﬂ(d&%@%%ézﬁb\b\%ﬂ NBDT
HO. ZORBPICEISSRDIBERARDIMNE TH D,

3. AYVEEY-—DREICKEZRIEFIIEZERICONT

3.1. SERIOBR 10213032

3.1.1. E|EE

MERFEDT Ve —DFEEICE. MRBEEREBIDHDPEEDEREFIDSNT EHTER
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BENKR |1 YN | PIOUAR|AVEEN|FEPTOUAD|1VEES
RMABE | —REH%) | PAUDAN|—DREH | ZPAUND | —DRER
# DEEH (%) ADEBEH | (%)
XEBEL FOZNX 89 25(28) 10 5(50) 79 20(25.3)
D7« JTiER
Recombinate 69 17(24.6) 10 5(50) 59 12(20.3)
PUPs 5858
Kogenate PUPs 63 17(26.9) 8 4(50) 55 13(23.6)
FHER
=1 221 59(26.7) 28 14(50) 193 45(23.3)
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Astermark 5(d Malmo International Brother Study (MIBS)[C B\ TERINTL\D 460 Kk
NPT, 1 VY —ZRHIZ 100 KIED DS 32 Kik (32%) DERSN. BEMKRK A K
RICRTD1 Ve —DFA1T (O—LUARIYST—FLRB/NAURARIET =) O—HRKL
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KO MKRBABEICRIDEEIAITEAVEEY—REX

BSEEDHA1T Bonn(533 f51)(%) HAMSTeRS (1,022 f5l)(%) | §t(1,555 f5l)(%)
RIREK 15(33) 86(42) 101(41)
BEEREXA Y 3(100) 23(87) 26(88)
B Ry 12(17) 63(25) 75(24)
FTUEYER 45(42) 131(34) 185(31)
=5y 21(13) 61(18) 81(17)
B Y 24(33) 70(42) 104(40)
<V ~0OY 22801 179(21) — 179(21)
INREKABA 41(15) 115(16) 156(16)
TSGR IS 35(17) 88(19) 123(19)
P &R 6(0) 27(4) 33(3)
SAEYRER 243(1.5) 669(6) 912(5)
Cl/IC2 R XA U 187(1) 431(4) 618(3)
C1C2 RXAY 56(4) 238(11) 294(10)
2T 5414 AEEE 10(0) 21(5) 31(3)

=5IC Astermark® 3. BEDRERMELTF IL-10 Ei-F (allelel3d) OTOE—H —48
fHEr e Y —REEDRERERIE UL,

315 JxYEULITSYEREF (VWF)

FEMAFD VWF IFEBIICERZE I DRBICRNTIE. VWF DEBDBEICK>TT Y
EESY —DRECENDDIURELZIERI DRSETH D,

VWF [& 1A% VIl BFRADBEBMITHD C2 RXA VICHET DN, DT ENE
EERTROONEZ. VWF [CKDFE VIl BF1 ey —KEDIGIIRZRIBIITDEDNE
EZ6ND, UL URBHS, VWF B8R TY YEEY —REICHFEEZRIT ERFIBSZ5NT,
MBFHREFDDPICIE VWF ZESHRODDEDD. 1 VeEEY—REICHEITDINE DD
[FBES D TIFR, IFERRNDDENDREFOEERDEFIC DN TIFIRERZSNTLND
EETHD, RIBTDICIEITSRDIRIINUBTHDEEZ D (Goudemand'® et al. 2006
fth).
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Figure I: Cumulative incidence of inhibitory
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ding to number of exposures to clotting
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