%5 54 [B] SSC ZH4frE —3—

Subcommittee on Factor VIl and Factor IX
BE M =
Part 1. 200847 A 4 B (&) 14:00-18:00
Part 2. 200847 A 5 B (1) 8:00-12:00
Park Congress 1, Hilton Stadtpark, Vienna, Austria
Chair: A. Srivastava(India)
Co-Chairs: C. Lee(UK). H. M. van den Berg(The Netherlands),
C. Negrier(France), F. Peyvandi(taly), J. M. Saint-Rémy(Belgium),
C. Hay(UK), J. Oldenburg(Germany), E. Tuddenham(UK)

TEAR 9200 A

FEED 14:00 \IZBSEZES Lz, ZO/INEERIE4 D0 Section 7 BRI LTV
B, 2B, 0O 1EIIEP S HRECR ST o T,

Section I —Eh/2HIMmfiE (Rare Bleeding Disorders: RBDs)
Chairs: F! Peyvandi(ltaly) & C. A. Lee(UK)

1. % (Flora Peyvandi)

2004 “ELIE, A SSC @ working party X, RBD Database(www. rbdd.org) & 145
T35 Z L2 X - T RBDs DHE, BEIEOVERICOWTERNRES L 5B HLTHK
7z, ERERATIE, RBDD iX 21 22E) 50 350 A LN LD BEDHEAER, REE, &
EERIB I ONEEOT—2 28R/ L TEBY A% V7, X7/ ® Angelo Bianchi Bonomi
Haemophilia and Thrombosis Centre {233\ T 10 b 7c > TEEF TH S,
RBDD 71 ¥ =2 133000 4L E?D RBDs &R 2 #r0fE M et A CiREES
HEWRRTD 66 DB H—DT—FEAF L,

2o 7wVl VCETHZT —EFERRKREL VT A UM

(http/lwww.rbdd.org/studyonline.htm) iz, 1-DWEHEERHILE 2 DO AR
HRECH D, b H—2ik, CNS HILDBEE L ZDIRETH D, ZhbDE Z—h
BOF—XZ DE xR EXEA7HIZIE. RBD BEICETAEHRFEA LY, BH
LY. ELEY, VEa—TAREDaAI 2=/ —Va VERPLETH D,

FOEYRFRFIFEI—1 v NTHESN, 10 EF—0BBMLTND

(www.rbdd.eu) EN-RBD & v I 7—7; httpi//ec.europa.eu/phea/documents/2006_
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Health_Information.pd\Z &> THEEL 22 2 03B A2V, 2007 4E 11 A 12 EN-BRD
DI =X T ITN—TNIT ) TCEB ERoTz, EEHNHENEERECET AT
— X AT DZLbaE oz, FIHIERERSIRERE L\ 5, 2008 4E 6 HIHTE,
1 10%DBEEIZOWTED BRI & BEHid, BRER, 1SECEETIER
(www.rbdd.eWEDTFHIRER LR 4 IIFHAIMD = LAHKS, fhe LT, 4
TA VT —ER—=RF I N OF —ZIEDE 2 XA RECHE LE2
B, |

2. ENhRMHIME, Rare Bleeding Disorders (RBDs)DESERMEREE DER (Flora
Peyvandi)

RBDs i3gAMHIUER % B9 5, SEBIROBEEE L FFOIE TR & OB % B4
DD, T OEEITRT HHMEROERBICORERKETH S, B, 2 DD
REE & LT Rodeghiero & Tosetto H1Z5% X a7 HMBE S, 2T type 1 VWD
B SN D TH AN, Hilne v’y — R b BREEOHEICE - TS, L
L. ZORa7 L type 1 VWD ORZERTH B, type 3 VWD DIREFZIZ-OWT
IRFADDEB Lol S TRy,

t 9 —Di Srdmek HIZLVIREBEN, Podda Itk > TBESHE-HL AT

(BS) T, HMmERDE, MR, BEE, BRI, §hre LCEER 2 a7 kLT
WH, ZOA AT EOREERERDILD 128 ADBE TR ESNIGBE 0,
ZZTIEBS>12 AEEMMICAHRI LTz, ez bz, BfEE L5, =
? BS VAT AZihoO RBDs 3@ A S TV Vieyy, 2 THR4 13X RBDs @ 35 40
K ENEZBER L CThlz, ZORER, 20 BS V27 AXIERRTRY 8% RBDs
BT DI EMRARETH Tz, LinLans, REBMOEEEOR: 3 BEE X
HEERARON D olz, ZOHTHE—, BFRWEVIRFREE =14) OlEDH
T BS 3R LT, — . D AE7e i3 B8 XIR ZIED LM TIEF OEENILYECH - 77,
Z ZIZRBDs BE TR S E HIERDOE LR EARD HIL TV AEBE RS
Do NOHEROEREDEELL 74V T 4 ar ba—AR3NETHS,

3. ENREFRZEOEEEDESR : NARBDR D&% 5 (D DiMichele, S
Acharya)

P/ NERIZLT O 2 oOE %> T35, 191k RBDs DEREES & 5
50>? b 9 =ik, North AmericaNAJRBD Registry(NARBDR)F — # ~_— =
(Acharya, JTH, 2004) 132 OERNCE 2 bIAEHM? TH B,

NARBDR ® 284 SEFIDOLEREEI, V, VIUIXEFRZIEDN 78%13F 4 D35y
T UNIVTHREESEDIAT o BSEE RS 2 L AHETWARY, b
5.4%DHIBLTF LIV TR S QO e, BTFEELV-LOBEHT 96%DEBET
T TkY, FHTH o7z, H. Roberts(T&H, 2003) & [7] U¥IZ LiuZ, RBDs
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D 40~60% T, 0.2u/ml F-HEE L~V RTTHRRRE S OREEETH - T,
LU, o> BRD BEDFIOBEE Y = —v 2RK L-OT, S8, 81,
VI, XK+ EHEET 24V UFhnes —42 & HILsEs, HnEREF. &
O HIMEIEIZBEE U CHEHT Uiz, NARBDR i3/ 85 A — % — L RFEMZ T
> THER S IVHERERE & OFMBICEL T, —EDBIEH 57— X 2R L, #hbit
UTTHs,
1) ENRRSHETIE, #lxiE, VK EEEEERF L EVETF & O 2RIc
Vs 2 X O e B—OEREE AT I — 24880+ 5 = LIk,
2) LVBEMCES, o, ZEBORGFHEN RBD F—2 _R—2 %5352 &
1325 RBDs OERERICE R TH 5,

4. En2HiliE (RBDs) BREDETFER~UKNEQAS 2>60DF—% (S Kitchen)

UK National External Quality Assessment Scheme(UK NEQAS)IZZ:h0 L 7= 330
DREZEON 230 2FF T FII, V, VI, X, XIOEEERFREICET 57—
ZhEEm ST,

EEEXRD CVIX 9~17%Th o7z, FFEMEN 20~27 TU/ OB T CV 28
23~39% & LY @D o T, T/ FUIFe FIXOB-A O IEH ~R5E L 5 UHEM Th
ol, TOREWEKOFRE LTIE FV, FXUBEOHEED X 512, BIEOEIEID
Ao AEEMEOREERETH-> THERBIU NEA SN TE AT, IEF M
BAL ZANTW AN THAS D,

O, FlZIE, FVAERICAWOGIDS ba R IFRAFUWANTIARAGTHD T
EMBERLTWAETHAH, WTHIUTLA, FENEOREWT L ORRKOERL, &=
boli#mbInE=FREOR W T8 BNz L Thd, RBD IZoWTik, &
HAR 72 AT A4 0 KT 2 R I D ORERRICED TH A D L, S HITHE
WLENTERIET A vk bD,

5. b MISREEFI, VI, X, XEFET 58 3SRIBEEROEE (E Gray)
BATOE 3kt MIRERESI, VI, IX, XK FEBERERIL 1999 I Sz,
ZOA Ry 773 2010 48 12 AiZdEIiN e 72 %, ZOFHERIL, BRRE RS
ERFORGEREIZ Lo THWON TW AL EER—KIERR Th 5 & [FRFC,
SSC/ASTH M & 5 72 2 IEHEF OBSEIZ b METH D, £ DIEHEROFHEIIT 4 DD
KF DB ORI S b WED S D Th D, £ DIEMER O BN & HEEICITBITOE
IRERMENRE (3R IS ) & u—H MU SNEIER S — i, OmE S5
4 OORTFREEITS = L1/ 5b, SSCASTH 2 RAZEHE Lot# 3 bR L2 Z OBRFHICE
T ALENHADT, ZOVEETIX SSCASTH 2 REFEHEUES, Lot 4 & HBIET 5
Z LB, HEFEWESENT 2009 4E 9 BIZBEsAS L, 2010 4E 7 BIZiX SSC ~FokiEs
T Lz A, SSC A%, 2010 4E 10 BiZide MIEEESI, VI, IX, X
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KF0% 4 RIS (ERFERER) B0z, Z DML AW FREET 3 20— |
ZERITHBEINA Z LIt D,

6. WHO FVlla IS 8% OE¥ (A, Hubbard, L. Weller, A. Heath)

BATO FVla RiA (89/688) WHO % 1 ¥k IS 13168 FVla 85I K QMg h<e PCC
FOIHBRHED 7= DIV SN TN AS, Z D8 1 RIEWER OIEENE A2 SV TR D
TROBFELORENRD BTN D, Zh b WHO EHER DEIEIC 1T 23 O
MBI LT ERERR SRR A X T 4 — 12 Lo TIThiv TRz, ZUaid 2 BoEm s,
(BB Varerr b, B0 ffElk) BHoT, WHO & 1 1k IS
(F 7 A) LT, BUFD 3 >OFETHET 5,

A, TEROEERFEE (175 7yt A1), BEARKEERE 380 7 vkA) R
AR 2 IV Ve R B FVIa fEERIEE (21 7 v A) Thotr, —fEio7
Rt FrURTITRAFUREIRE o —H AR b a RS T RF L RERA F
TEAERDBIFEILC X 28E L, B GERIL TV, £ LT, o7 VB OEREIT
655.631U/7 > 7/ (n=43) TH 7N CiX 679.77IU/ 7 v I Thoiz, YT
BiZoWTW IR, FESHEEE LG FUTEEREREI L 20 EIIpeskEis
mﬁbf%m%%d%kz%wﬁﬁﬁboko:@%%ﬁ%l&“ﬂOEkﬁvjw
BIR—BEA ORI QI E 2R LTV, A CIE N TE R, %
BERIEE L TEM L FVIVEMERETAC X A 50EE. FEROBERIERIC T2
TN T% & 22%DEERH -T2, 6 A ORIFS, BRI ERBRICRBIT 2 EE
PR, —20°CTIDICEE TH o1, MEGHEDBLENS, Yo 70 B 0SERA A Tl
—DRREF VIa IBEARBICTHL L 2E LD L, Y7L BINIBSC Code
07/228)7% FVlla D% 2 )k WHO IS & L TZiIF AILBID, FDO L 656IU/7 o7
NTHD,

7. RBDs OAGRHTRFEARA—EMEA ©O& %5 (R, Seitz, G Silvester)

EC THEMFRRbDIZT 7Y /7 & FVI, FXOOKRT, fIIfEE LAY,
European Orphan Medicine Legislation 1%, #lx1E, ko7 0 b a—1#EsE G
FHT KT 74 R) SREOEB|, &5I2 10 EROMEORAR PEEER R
Kfc, £7c, EC 7a 7T AT cBssoMiR a2 O 2Bl L Ok, — 04
TR BT LW OPDREFINE X 5TV, 21T EMEA &/ ~hEiiins
¥ (SME) X4+ 547 4 2% b 1iF 7=, EMEA & FDA O&R7T R 74 2%
BLoTHH 5,

RONIIGRT —F THOIA B RAEBHZLOTEBHELH D, FHT—ES
HETOT A ZRBPMYRRIRTO T A £ 2 Th B, B NATRERE R LT,
ZEMLFNMET 2T — 4 2AET 3 2 LRSS E Th D, ToMoE
B GEE UQINERERZS T ©h 5,
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Bl a7 4 v CREDSD D, LIUIKED NE ERYEROR, EROBESEICE

-

Z.C, 2001 £E 5 AiTik [ANOIRIL DA OERFFRDN 52 biv, T OHEITE
MERARAET D 2 & T it 2006 4 7 AIITET Lz,

CHMP Blood Products Working Party(BPWP: R. Seitz 28 -5) 24| O FEREEM
WCEBT A A RTA VEBRE LT, HEFEOICERDOH 5B EZTT > Z L D5,
%%@ﬁ#%@fﬁﬂ%ﬁ%%m\ﬁ%ﬁﬁ%@&fﬁﬁi 2R3 54 R REEDS
BoIRWDOT, THIRBIIZERIC X 28GR EE &R RO L1l b, EC 2B

THRLILEDEIZLTH o LS DB O L BHPES THA S 9> ? Tk il
EATCBRENZFNE TIZRE L QOB RER SHUIEROD TS, eV IF E&%
Y- EZTWD, £, CENTA U AEEERE2E U T, YROEH LD
BIRRoXEE (B A—T 7 LUBERT e ha— L OFMT) BT, WNCERED
> TERBIZED DR T B TND,

8. RBDs OIEERDS AL A—USFDA ©E %25 (M. Weinstein)

FDA I3 E e B A 1A+ H BEIOBRS & T LT\ 5, —RICITKE TIIBEE
220 FALUTOL S B E A —7 7 e LTW5B, F—7 7 VETHRE 74
BETRIE 5 CHERRBREEICEL T 50% 0OREER, BKRHEESET LT
Prescription Drug User Fee Act HFERE&DRBELBO TN D, F—7 7 VETH
AT RN L HEAS R T 0a Ly b —/ VS NTSEIERERRE (R5R) 13
Bl STV B, FDA IZEE ALY A G Tl IERERRIBBR O 7o O D AR H—
WZiRo>TE 22 23H 5,

Bz T, Mgk as 2 C (b b)) BFORBNRE S Tholo, TORFDERR
13, 18 4 DHERMESE PC KZJEIZISIT 5, open label DIET & 2MEEER % purpura
fulminans(PP & eAMfiAgMT v° Y — ROIREIZOWT, BHEDRI 7 NV—7" 0l
) 921 TV — RIgE L FOEMEL R Uz, FDAIZE 5612, EMEA & FDA @
HFIIRLZHO L 9 I —7 7 VEBRRICR I AEER I E B L 0D, ZOXE
71 275 K% 2004 4ED> B BIRE SN, BHRSEOBRREM A # U C EMED & FDA 3%
SHNRRREDE 2 7R AT B K O 3B L TR,

ST Lo TEREROEELA R Y . TURERBEERROE & ¥ 5 RWRBRGTE
MERWET S T L AHSES, FDA L, BEEGERST — 4 X 2ADIERIZ L > TRBD s
OEELIA 5 2 & L TWS, BEBRST — & N — A TRAIREZE 2 TR
\CIRBIT S L. FORBOBRBICET A ERRERESD LT RD, Filo, &S
BEORERRONA R4 NCERRBRAREEL S 2L, h— T ASRWEA
WA Z 2T D,

Session1l : 8V, IXEF : BRSRAVRIEE — IQHE/EQA/READ
Chair: C.Negrier (France) & H. M. van den Berg (The Netherlands)
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1. BEMAROFRMOBENE—TEE (A Srivastava, India)

EEMAE (FVEC, IX: C<1%) D 10~15%IiIFRHAMN LR T, BB /R ER
o TWD I ERMBNTWA, 5N LbERIOHIMERmERS L, 4
2, BEEHERICITEVES H D, LvL, ZOEW DWW THEREH512i3fE - T
WA, EREWMOERBECRERT — 0 0R5 L. ZOREMHIIGE LRV
TRbND,

SfRE7AIE MR OZERITHIMAEE OZICBR T 5, ZOBEHIZBWNTRENS
AL MAREDOFHAT —Z 1I2 LhuE, 2 b OREEESCHIEITER T H 508,
FVI: C<1%TH YA s, BRERORBFIMDE R HBEDOHTIX, BiR5HFHED
RoObND, BEEOROEM L U CIIBEHAREF OKICBEET 2 RIELV~ IV TAE
U955, MARERBEEEICRWTRESRS X T~EVT U v OUEDEE 2 E|
ISEMER TIIA LN SN TR TWDS, £ 2 CHRIEFRETA NI A - OBEERIR Y
FNT 4 RLD, OGBS 5257 ERERBICTHREND, FBE, TellH
FEMAR TH Y BB BIZADD L LRI TOZRWEBEIL DWW TOPHIDT —4
Mo, TDEITEZTND, REIIIE, MEEEOREI I EREIELY 5 X
AV A FHA VDRI ENT 4 XL o TEREND, L, ZHULE BITHE
DBEYVENRDHD, 4 BOMEIRORY A NOBEERRO—, 18K, iz, F
BEHNBR O BRAERIECC O S EEOEBHETH 5, BEIEMAFROBEEREEOERIC
5 LTV AELEROFEMAREMFER, TNoDBEDT—F—A— NEEL LIz b T
Z b,

2. MrUREFR NS5 T 44— (TEG) —BEME L HESEMEOEERIR O Chitlur)
TEG 13 EE OBRBE»OMBEE TCOLEDBREOEERH T v L THAB,
TEG®(Haemonetics, Braintree, Massachusetts, USA) & ROTEM(Pentapharm
GmbH, Munich, Germany) T 2, HIZFEHANRES., TH>0, Fih o fikils) o
REWEFERE=F V7L LTERTHLZ EWNH-TND, £z, B Ol
SCRTBREIRT O X O IR FIR OB Z A LS W2 DIC /L > TCE, ZhETIE
MAEFRR A S AR MBFNC L A IEMIEEOE =2 Y L W HHTH 5 L OEFEHE
DBFOHREN B D, DT A NOFREEHENLT A0, EEAEEOS S F
TRUETHD, £ U THBRMELHBEMI R SIVRITIUIZR B0,

TEG-ROTEM U —3 > 7 7 /L—"7"1 2006 FZILE BT &3, B\ E ORFF2E D30
FRTOIDIE STz, T ZIE 1 BEBRFROBRERET 5, 6 2ED (HF4,
Frow—  ARTZN, ST A, UK & USA) @ 9MESENEIN Ui, FEaE
Y & VIR FRZ ER 5 4 ) V(TEG D> INTEMROTEM) D &8 & 2 CiEM:
ftehic, BEDNT A —F —Th 2 EERER/CT., BEHRPKE ©ORRE

(K/CFTR) ., &X5REE (MAMCE), BERE (G) ROUEERY {k(Angle) &3]
STz, CT 1% 6~60% LHRIELS , 3T A—F—bHRITBIEL . &b CV OIE
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WOIXR/ICT & MAMCF ThoTz, ZHRND CV T 10%LL EThHoT-, Thb Ok
RITWETERNLDOTH BN, ZOFEROEELERD, B 1BEOBHIThHs
2o LT, 5. B FEMZ M LSBT DOFEELRENRHbLIATR b
VY, ZhH0EERITX PRP TiThiviz, UL, Y7V CER I -84,
X LIZEEEREL 705, [ BRITEN CERT S, TEERIOREL &5 T5DD,
FEEE T A—F ~DELBIECAIDOFEEE &5 50, TNORHFEOERE
BHEEEZR LSRR LT 5,

3. ROTEM— A N2 IEMBEIOKEFRIE UCOF M (B Tuddenham)

TEG {331 /22 L8] (FVIa < aPCC) OHMREZHELRZY, FRILZV TS
DIZERTHD LEPN TV, iz DT R T XL FIXA v b EX—BEOE
LA~ 2 AU MFNDOFIMZ LB in vitro IR Z G LTz, 7 =R Na ez
a—y R TV e AR L, BEEIE CaClz & 1/50,000(~ 1 pm)FR
L7z rTF O¥RINCRESA L, ROTEM THRIE L7z, 3FIDFIHHFT in vitro THIZ1T -
Tre EBIT6FITTFRBRBRELT LD, FIRERHET, 3FIDOERE T A—%
— IS AN ABHIR ERNIBREORET— X DEETHY ., FIPD ex vivo DT —
X E BT HDUERD D, ZNETOLZAFREZRRLTVD,

4. by rERRBRIGD —BROE=FY 7L LTCOFRY (C Negrier)

11D b DIFHIRE CEARERT 2ZBOBERDHEAE LEZDNDLD
T, ZOEBOAKRTHEENEETHD, brrEVAERT vEA(TGANT, R
BEDOREA (EEE) OFRRZERA b ¥ —BED/ A /2L BFHIOZhR
HEGn vitro BN ex vivo)x ERT 5 DI EEREEED 1 O0Th D, Tkl
TGA OEFE T A —X—DIEFEERRE Lz, LT, MAR A, B OfEx DEEE
DBRECTHBIETLTNAZ L &R LK, £0 TGA /X7 A—F—id, FWIR° FIXD
FINCIERL Uiz, UL, A AR IEMBFIOBE D35 A—F —DOUFETIIS 6
WEG R EEOEENUKRETHD, RERD, /A S RBH| DAY FRIROS B
BIEANEOLEEMERELDE Db Fox i, FlxE, FEFWE Vol F v L0 TGA
FERL T TRIFIORESF OB EENBIRTE A L5112, 3 BT e ha—Lv&1{E
LTz, 2~ U A7 OFRH TN, HENfTonis in vitro £HFH O ex viro
7 oA LI—E UTr—EOBRENN, ZOfRERIBIX, TGA 1331 /A 1k B
DBEAREEES TR A Z L, £, WPREOLEMEREZTS ETEHTHDLZ
LT, Frox OFERIT. FIRSEET A RALEMRREE=F —F o~ —H—
LLTID TCGA 7oA BNERATHL I LERLTWND, LnL, ZOZLiEEH
CHERSNAVENRH D, £ITIOT A LIRRAT A—F—L BERESIT AT
LEEME LT —F =T R RE SN,
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5. ROTEM DAVERDEFHE (S, Kitchen & D. P Kitchen)

UK @ National External Quality Assessment A %—25 %18 U T 3FEDOIRD
EiHlifs R RE She, THUTIERE R OEE FVIL FIXKZAE B OB R 4T
ZRWTHHT L7z TEG @ 14 R & ROTEM @ 10 Z R E £ T2, ROTEM @
Extem 72 b & Intem 7 & FD CV L, ThEh 25~121%& 10~37% Th-oTz,
T4 TV URENS g X IR LdFN Clot firmness (CF) 13BGTH
o7, —H . TEG OFERD CV 1X 15~33% Th o7z, ZHHDFERN G, M EQA
ORI HERRRETH A L. F LT, MTEEN-EREE Lz 2 —% B
ViR _?“Zo EHHERETH -T2,

6. 1BEE 2BET w1 DfE
a) BEMASR COE (S Kichen, M. Makris)

FVI: C IERITITEIC 8 0bh D, —BIATERMIZBIZE A CETOTRTHER S
T3, 2L T, BEMAREEERS 2 BRIV EIRTH D, ZHOIXERENK
JROBW & 20 FVIOHRTIE 3 HEOT — X FER U TH D, Lz, HFRERE
THLOBEMARIRTIX, 2R OEFITT v A BICERRERERH D, UK O
Sheffield TIMEERER & LTI 2BEE VTN S, Box it e 0&TORE
FEMARZ DOV TEREIT o728 2 A, F30%DBEE CERRERL RV L, 2
BIEDRERIIR O EREEEORRLIZLALRI U Thot, Fxlt ERDHD
¥ OFEFER 1BE . 2BIEEDHR 0.5~2.0 DF L Liz, 56 ADESED S H 104
TERNPDo, UL, 2BIHEN 1BEEL Y DEBEETH- -, ZhbHo
FD TN (&ED 12%) ITHIEREZFED, MARTH D L OEETF—E2NHAITH

PP 6T, 1BIETILFVE CIXEREREN TH -7, Lo T, AR L DBl
SHTUVRD 0T, T, 2EFEOFD 6 £ (11%) TiX 1 BHETIHMET LTV,
2BRIETCIIER CThole, ZORF—VEROI0FRD 16 AZRVWHLE, 2hd

2T T Tyr346Cys BEMNGEA SN2 0s, HIERITIEE A ER bR o T, Bk
DETIZBN THREMESREEIEIC L 2 BEITER 2 BiEOEIT—E LT e,
Sheffield OFRERDHIL, FRIBWIERR-720 . HDHVNE, MoBELERENAR -8
WL TLESZ LT H 5 1 BHEICH AT 2BET v g @jiﬁ>ml7;2f®@’“m)#
ZIVELIKBMLTNE,

b) FVIT v ¥ A OF&E— 2&@”?}:’?%’@%5&3%5@&% A EBA (H Brondke, J.
Oldenburg)

FVIE C 1 33EITHEE 1 BiED 2 BIE TH ARAAREEETRIE SN, IS
ST DMAIEEE O FVILE C I OW TR U TH B0, s Hhbd X 5 s/ o f-—E
DEEFUTIE, ZhbDT7 v A ERRRD, THODOEREAMDLIT 1 BETE
DERVWEEEZ T, —F, 2 BIE TR OBRIER & T AEMEES =T, L
ML B, 6 >DER (Glus2llys, Tyr346Cys, Ie369Thr, Glu720Lys,
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Argl1689His, Phe2127Ser) 1308 C, Aih, 2 BEOFN 1 BEL Y EBETH S, =
NonHH, % ATWEMRIR A THHN, AN REROMEIL 1 BET vl T
DHRANTH D, 2 BIENEECRERELZ R, RO EROLEEIT.
Ph2127Ser ZERV\NTEIL DL b v v BB OEATH D L E L DB 5,

SectionIll: Z5VII, XK+, EEEEAORIEE—-II: /b & —
Chairs: C. Hay(UK), J. M. Saint-Remy(Belgium)

1. A e v —REOEYT B MIRICESZD TS BWEE (J M
Saint-Remy)

BREIE, FIIERIGL 9 %5 BAEZ/ED H3bahR2nE N EnY 27 k-
CEBAEES O BAREELL D, FVILRSE L IIHEERIROERERE~ B illas
RIELTED AT A X P EEREIND, VT FNANRY hADBRE DR 5 R
D TAT v Z2fiiaEslcdh 5, 208N L 2—0 BL, B MIAREE L KIS
HEREFRRTHZ 8. £L T ZIMBEDEITLTA v BEX—RESBREOF
WIZDR D DD ERTZETH D,

B fifgit, 3 EEOL ¥ —2 N LTCEORKLENIGT S, FURIGRR L%
— (BCR), CD40 %3+, =L T, Tol#v & 7% —Th 3,

CD40 73X BHIEA CD40 U T F&EAN L CTHIRE KT 5 X 92 LT 523,
T ZTIEIEE 2720, BCR XA R OSBRI T & Ok v U —2 &
AL, BRE LT, REELEREA XV b~ L EET D, B HBEORRWERRIC
JHCT, BCRZATHANRY MIZDY Ho R (FV) OFE BCRIBER VB
RADREARTE U TiToi 5, TLRs IFRRERRERTF L6 L. TLR SO 17
IR HRIlA~ & RT~F v 71875, £DX LT, A UHBICR LT
B #lifE & BRI IR T 2 A~ S ROET D, DT &k, RIS T 5 5%
VAT AOIEFREHND Z L7 BHRAEIET 22 ENHB Z 1725, ik
BEATDHIOORRABEOFIIADD, HDEVE, BHLOFTOY P 7ML
B4 B0, BHRGIZ L > TRENTH A0 FA X MITTITHELS N TWD, T
VAZ YT R rUZEBWTEL, BLIMP—1 iEMHLIZEE LT B Al R~
CEMES D ERHFAMEBE TH D, 12 EADETF, DOV 204k BLIMP— 1
BPEEREELLEZY, FIHILZY EFRELCAEIND, FORER, freeF—
DOFEEITKT ARERNR G126 SNBBDEE~LES,BCR N VAV 2=y I~
¥ 2 DBHHRRAR TR, IEME andlor 3% b 72 B30 F LIV OB BEMEETHET 5 =
LTEREL 7o TWND, FHUT Lo TA Ve B X —DEERA~DIBER T 7 a —F %2 4]
VB B LWEARS AFFREE 725,

2. BERREBRTOA Ve Z—OHT : BLIIEEZICNWADN? (N, Jain)

- 143 -



FDA Ff£D 2008 4E FVIIf > b B4 —TU—27 v a3 v OB T, FUIRZSEDA b
B A —oxtd B R & A EIC T A MRS ShWRE S -, Thbid, Mot
EX—DER, 1 EX—FEOD Y FATHE, N VAR E—Lm— L AR
H—DEHR /R —HMEA b X —DRRIER, EThD, BERETA X
—DRAE LT BEOR—7T —Z RINET 572012, FDA [HEHEZ DT,

pdFVII & rFVIM DA b © 8 —RAFEDOZEICET 5 Rl ORFMmCTE S,
FDA i3 AERS 77— N—Z 2B LT, ZOfmmAHRd >z T —F ~—
ADPHRTH LD, FDA ITHRGELOFRFREM & (and/or) FE/BEETE FOEEDORE
W2, A e B —RAECET ORI T — 2 FELLY L LT,

3. Rodin WFEEFIR (H. Marijke van den Berg)

A e BE—REDRRERST21-00OFY A L & UCBENaF— MNSSILE
EThbD, FIEGEFERD L 5 RKEOEGAIERNEEEE LIS I W5,
T SN, IBREEER G EE CTh D, v b EX—FAZ pdFV & rFVITE
BB DEPICONTMERE L TEERT Th 5,

i, Canal AF¥F 4 —IZBWT, A EX—REICBELT, Bk &L 5
AT TR (R DREBRERTHIZEBHLNE R o7, FIENGENELH
B Lol B/ 685D Y Ry Lied, ZHEITHRBANC, B O TFHRE (B
) ZBRRLIZEE T v e B2 —D U R METT 5, 20 L5z, —BHC
RKERET D Z & OBGEDHFRFN & W o I ERRF MG E R BB IO TIEA
YEER—EFRTDLEVIEENBE L OND, TDZ LIk, Fio. N4
RTAL e EF—RER—FK L2V ONE S EHHAL TV A,

Rodin 2 Z7 4 —TIX, 200041 A 1 BA5 20084E 1 A 1 H ORICA TN EE
MAF A DETD/NENPLDT—ZERELTNDE, Z L THRFITENFNLD ex
posure days (ED) 7% 75 BiZZ2 2 E CiBHiSND, ZDAXT 4 —DEHOERL
BEFR T, (RROETOERE, REE BREFES LT, U/F o oRERT
e SbBMEND, BERT28 B ¥ —2IRB DR BTEHY . BEMARKA
BB 270 ALLERTCIZ8 SO0 5, BHZEIE 800 A, www.rodinstudy.eu 288,

4. ERITIESIR (D. DiMichele)

BN A ZEAE (200wkg/d) SIEAE (G0wkg/d @ 3 E) TR EAE
TE&EID DT &7 > T2, BIMFREIC bSRBEORBRITM O ShTniy, B
& 150 AT LT 106 ADSRFEIC Ao 7z, B0 25 2E, 96 B #—Th B,

2008 6= 4 ABHEIL ADYEN Y O bviz, FpTPRHET 23.4 2H, ITI i/
(X 5.0BU (0.6~9.4), 1 b7 —2H 5.0 28 (PRUE. 0~23 228) ThHB,
ITI3R[EHE 13.0 22 A [ (0.8~33.0), 44/91 #2351 > b & —f&it{k. 5 38 i3
IER Y B8 Y —%A372, 35/91 O ITI BEAGERACRIEE TICE L2 0id 14.9 H2A (35
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~30.4) THote, 43 B, ZOAFXF 4 —%KT Uiz, 55 11 Flid ITT i 2
DDEFRD H b—OIZEIE, 5B ST bz,

50 Bl& 100 BIDSHHZEEAE T LR TR AT 3 HET — 2 REEST b
VW5, 2008 4F 5 A1 DSMB A% 1 [B] B O HHREENT 21T > T, et L Atk B4
DT — ADOUBII&AT 0T, TORER, THITEEL Thy (Bae ) LiEas
Nic, TOWGUAEL T 7 DOMSE Uiz 9T 5 A4 MFERERE S TS, e
ETIDHET, £, BINEL2EETTHE;

5. MARA DA e v X —RECBET AHROERT — & ~— X DERERHT (C
" R. M Hay)

CHMP & EMEA 1T, ISTH IZH L CINE TCONGINRSOF—X bt +2 0 &
BHZRD KO BEOT —F _N—2 2 IVE LT, ERAFRIN2 I Lo EE L,
Ziud, PTPs TOA e EF—REDY RT 77 7 X2 =% A1 DI KEBO B
FEeRNDZEEFRRICTS, WREEOHD T 77 & —L LTIE, BKEE, 850
FA 7| REETERIEDON, KERESFH &V o I IBEAIER &, FVILEE 7R,
Fn, NE, /e B2 —FERBL Vo BEUERNEENS,

AZTF YR LTRESNA DI, FNH0BREADOR— A5
Fl—HEC L > TH—OT =X 2EDNITR R, TOTav2i3ED X 5 732
EBRAORBIZT L0, T—FIEOE 2 EEERELNA - L 2 BiE LT
WB, ZOBMERE T, T—X OINEITERMEZEL, SESRESh, 2LT,
FAEEMEIREE > TS UK MART —F#—2 & USA, FA4Y, 4 &V 7T,
NFEDEFET—F =R L OB TN, IEARDFE LAV, WL OhDFED
fMDEDT —Z X—ZADE Tz, 5%, Fb0, o7 av Xzt 2
IR AN S,

European Adverse Event Surveillance(BEUHASS) b £72, Z OE#®IZBML TV
B, LU, THUIERRDZETATHY, Xy NV—27 LOBEBLH-> CTHESETT
DI EFRNWTHA D,

KEELAZVTOEARY NUV—ZIFFRZELETHY, FAYVEBRBLIZEZATH
%, UK & A Y TIHIBUFORMMBKBEILTN D, BEDORIBEIIS T F EERO Tl
DE& TR L 2o TWB, —H, UK 2N T, DL TOTF—F _— 2Tk (B
FRMBRVERE (REH) ) BSEIETHD, Z0FEFE{TL &, European Data
Protection {EDZER D BRI DEENCH B,

AT EERSETHY 7 MRUON— RBELXIIR—0Y 7 N =7 2ER LT
LD, 3 MEOHRNBERNFR Y hU—7 B TNBIZTERY, A¥ v 7
KETRRS, UK & USAIE+0Rd b, foETIE1~2 ATO> TS, ZhT
X IT BB L N OWTRHEETH D, BT HFDOT—F_X—2&Hh L LT,
BELERFENAKLN TS, LHLENRE, £ TOT—H_N—2R L LRGN
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T—ZDORETIX, RETHIBRICH D, £ TOENT —F_R—20&5#I4D L =
AEZLNTRELT, T, RSN TVRY, ZHEFRLTTH A0, 20
HEEShTW5,

6. A e —RECEHETIHRERICRBETFO®RE] (JOldenburg, J.
Astermark, E. Berntop)

BEMAR A & BITBWT FIFIXE B A K LY KIS T% b bTsET
BEBA e EF—FEY X7 D 20~80%IZBE L TW5, I 2B AERIIA b
CX—REDSWRETHD, FEVA bhA D IL-10 RHEREERF O TNF- o
EVOTEHFOBIEFRYENT 4 RARA e X AR L NS EEDh
BE Ao Tz,

LU, IBREAT Va— N EWo T BREER b A4 DBRETIZY 27 % Bf9 T
F720 LT3, ZHoEEREHRE L < K<BYRTA-0I23A v e B X —34 %
BB 72 5T DO FIHEROBAIRIZ 5,

TRIEFIEIH2139C, LR IL-10 & TNF- o i oW THRENBNE, L5540 F
VIIFIXGEGTFRE (L, Frer AEBRBRY) PRERERTHS Z LiH->Tn
Do BIFHBA B BF—RAECEE LTV 30IE 20~40%(rC, FVI/FIGEEFLL
_H:Hdo%TNanﬁﬁioﬁgvﬁéww%ﬂﬂﬁwo:n%wﬁﬁwﬂ%ﬁ
A e EE—DFHCEFESTHTHA D,

SectionlV-FVIVFIX: Z#&(LORIRE:
Chais’ E. Tuddenham(UK)& J. Oldenburg(Germany)

1. 45 FV 7R ha—20 FI—#H LV ERE» S DIRE (B Tuddenham)
ZD6NHBNZ B FAA VKK rFVIIOD X-ray 12 K 5SS O Uik X
iz, (Structure, 2008 Apr: 16(4) : 597- 606; Blood, 2008 Feb 1; 111(3): 1240- 7) #
D 2 OOEET R TN 0, EIZ C2 FAA DL TO electron diffraction 1
BB 5 KV FHOE L~V L B b D LT RV B A>TV, 2900

Cu™ JAFITAL & A3 RAAUTHFIEL, 200 Cu™BEEbEFR2 T, 300K
RS, NI LTV B, K< Rx . PVICEEY % PDB L [F—0 1,
DOALTA L TOFY L a— FAHET, MR & OBRRLHE= L h—7% FVI
THA L DMUOBEA b EH T, WHETHD,

2. SSC-FXHH|D” Field A5 1 — : HLVRR (S Raut, M. Lee)

FIXBFNZBE$24>0TD SSC ” Field R &5 4 —i3fE 5 RELES (CVs9 ~
28%, TG 7 R b~110%) &R LTz, —F, Baf® FVIRENCEET 5 SSC” Feld =
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BT 4L, DO TOENST-EED SSC DRIEEEISIC X » TRIBIZHED L,
RO FIX 227 ¢ —% 1997 BRI Thh, T, Fitko rFIXHSERS 1/
OFESR) . 22Tk, & - B FIX 8O IERE 2 I HERENEE Th -7,

Field 247 4 —® SWP OB TORR ISTH/SSC FVIVFIX Sub-committee)
D%, FEEROBEREBAT D 2 EBRRESNE, TLT, 200225 1 —nig
RENTF, Phase1: W—F L OFEZ LS Feld 225 1 — (FIX BFI OB THRIERE:
OFHM) ; Phase2: ZROFE Hik AiATE, BE8E, BR2A0T7 v/ %%
T D, EERT e Fa— RS ary br— VA E T 4 —, 2T, TE)
SSHTOERER N Dr. Martin Lee (2 k> T{Thihv 3,

4 BB (2pdFIXE 2rFIX) MBERSNE, AMERE GHE oz camEi,
T 2 b B : NAPTT, b /7 47U )7 clotting time(TFCT) , FIX
a %) bERMT DI ORDBNSD, Phasel ODBNFEITIL 2009 4E 2 AIcfE L., BE
1200945 H 1 BETIOERAT AL o9kHoIAH, £LT, 200967 ADSSC F
VIIFIX/NEBAICTHE LTHE SRS,

3. FIXBHNZRId 245 4 kEBHMEYE (4 Yk IS), EPBRP XU FDA 2% (B, Gray, W,

Pickering, J. Hockley, P Riasby;, K. Terao, KH Buchheit, M. Weinstein, T Lee and
R. Drews)

b b iERE FIXE%], EPBRP XU FDA fZH#0 7= i WHO EBEYRE (IS) @
T EEE T A LR R 2 F 4 —8 14 DED 30 TR THTONIZ, 3 2O (12
O rFIX, 250 pdFIX) 3% 3 kot Ik FIXEE (86/854) IS 1wt L CHI
&Nz, £, 8 3 kob MUEEI, VI, X, XEF (99/826) #FiEdH X FIX
MAEBRLT R ORI B R O RBE 2 32 Z & biThiz, 32 By FOEET v & A
L 2y FORBAEREEET v BRADIT SN

Ho 7B CFIXEML) &7V P (pdFIX IS) @ 2 HikiZ L THIE S
IMRCIZERREZBRN DT, pdFIXTH B Y7 C & D THERERE L GRERE
TR L > R Th ol

BEZATOZ RN GCV 1X 0.5~21.7% CEFE T RETIL 10%LLFThoTz, TR
I GCV 1T 10%ELTF (4.7~10.6%) & BHFTH-oTz, MEEDE 3 ¥k IS ORIE I
FIXEHIOE 3 Ik IS ITHART 6 %fEWH D TH o7z, MIEDE 3 ¥k IS ORIEMbiNE
FIXBIFI DB 3 IR IS ITHART B BENSDTH o7z, T OZEITE 3 Ik FIXEA|DOEIE
IERLTWA LS ThoTz,

PN C (07/182) M3 4 R b figiEeRE FIXBH (96/854) D 4IRIS &L,
FOSEE 1.9T0/7 70 EPRE LT,

FVIL{ > b &2 —EHORED 2003 £ SSC 2 —7 4 v/ CHths Nz, Z O
OVEMEIT WHO T, bo P ESETIE. EMEA TR 5T 5, Dr. Raut(NIBSC)
T OBFZE A EST L. 2006 4ED Oslo TD SSC &35 CTHE L, MFuIL 22 o=F A
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N—=RITARDBBIL, 5 O0FME FERRY 7a—FAfifE1, b he/) 27—l
Pk 2, B R e X —EEME 2) THolz, ZOFT—oDA v b BX—ImiE
(05/208) 3% D CV(17.7%) T 8.2BUNial Th-o7z, LinL, TR, THEN CV ik
HESHIE D5 72(36%), & BICEHREICL > TH TR CV HIFADD U ELED
ATHoT, TOT LITHULWVEER B RELFRE IO &N LBRL, &5
W< OREREER L, BlD, 05/206 (BfiL) OFiud HCVOHIVO, ZHy»
CV., FEAEEMEORIEICRET 2 HE 2N, % Th5,

ZIZTho & bHERRA b B X —JIERE D B T D post-hoc” 7 HEE 2%
NF = v 7 OEFMEEZTEMT 2 BT, 2007 FICT—F 0 7 —F ¢ (BE: K
Mertens) 25326 BiF bz, LasL, F—Z O—E LHAH TV, Dr. Mertens
FEROTHEZTE L, SNENBLNEZ M, Ihay ho—L SRl
WV, EVNERAZT 4L BT =2 &) L%, W onDF T g v hEEE
L7z, T Inhibitor Standardization Working Party TOE /2 2 25362 4 5 R %
o T3, (k.mertens@sanguin.ne)

4. I FVIVVWF & WHO IS 0¥ (4. Hubbard)

BATOH 5 WHO Mt FVI/VWEEEHE(IS) 1% 2003 45(2He T &7, FVIL: C, FVIEAg,
VWEF: RCo, VWF:Ag & VWF: CB O Jiflik k67, ERIEE 7650 7o 74t L
TWDT, 2009 FiTVTEDIEEIZ 2 725, 2008 RIZH 2 FT v 7 A OEEmM L%
B U, 56 RIS OBAEREICHIT THE 5 Ik WHO IS & u— b L OIE# Mm%k
BT 5 LR 5 HE 2WET S, RiEIEEL O FVWETHY | %351
X, "HEIREA L TU & OHEBOBRT, NETHS, ZOFEHZE 2008 £ 9
~11 AICFESNTE D 2009 EOHDITE T T 5, 7—Z 1% 2009 4E 10 A » WHO
? Expert Committee on Biological Standardisation {2 & > TARICERE I NAFIC.
2009 4E 7 A0 SSC TG I3,

5. FVIRFIOZE 8 RIS DEHRE (S Raut)

BUTOR TR WHOIS () (99/278) 13 2004 EITRE ST FVIE C A e
MENTZ, I 600~800 7 7 LAMIEH S, BYT 7 R IS 13 2009 DKV |7
(72 <725, ZOF TIRISITMIFRETH 503, KROMRERZHIT pdFVIR O rFVID
W5 OREERENLHE STV 5, MEtORE, 4 Bl (k2 Ly v
Ty bh2) BRI, 2 HTUIARTTCICABESNE (2008 4E3~4 ). =0
H8WIS I TIRWHO IS & 3/Mega 2US HE#E <50 BRP & Hlk L Ciw
5D, EHIZBRP Oy F 3 bROIEHEIZEL b5,

VL OIEHER T B 72912 NIBSC & EDQM iovaA v horadey
NeTeD, T 35 FABBMER, £ LT, 2008 EDDVITIIET T 5FET
HD, HBRISHIFRIL 200947 B D SSCIcEsh 5,
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6. MAJRADE b gDNA, A > b 22 MRS 2 ERSE EFAER SR L0
ERRICBES DILRBNGE (E. Gray, W, Pickering, M. Hawkings, J. Boyle, R. Hawkins,
P Metcalfe)

M A Dk gDNA, A > bry 22 WHLIZEET 258 1 RERSE G AN SR

(NIBSC Code 08/160) & LT, 420 gDNA DOZREN % L4 2 ELL Rz
14 ZROBME"/Te, TONRITITIER B (06/186), E# 4 (06/200) . {RHE
Ft (06/204) ROBEBM (07/116) @ gDNA DBRELY Y- TW 5, BMEIT+
TIZREV TN T b D, £TRFa Y br— st LCo D %L
ZAHE L7z, e LT 166 OFEFRINF D/ SR/UTHOWTEBIN, 95 1.8%
CERY MdoTe, ZORRIT, ZOSRANRMER A 1> hal 22 W OEE TR
DIFMER E LTHEEITH D &) Z 2R LI, £TOBMEDN. 20450 gDNA
DBED IRV (08/160) 2SMAE A, b b gDNA, A v by 22 iz 455
1 REBRERFEE ARV LETEZLICAE L,

7. BASOBRE

JEREDS, kA SSC THETEDPHNEL ZD/NEEEITS S LV EY VBRI
ELTRIERET DL 52 TOSMEICEFE Lz, iz, 132 TD Co-chairs &%
FEFT U CHERICHEER R, 2008457 B 5 H 12 BRI T Lz,
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