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«HoBoe nokorneHne npenapaTtoB B fie4eHUM remodpunmumn»

Mpecc-koHdepeHums 1 HOAOpA 2007 r.

MockBa



Antihemophilic Factor

(Recombinant)
Farmulated with Sucross

Recombinant coagulation factor Vill (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

Mpecc-koHdepeHUuunn
«HoBoOe nokoneHue npenapaTtoB B sie4eHMU remohunnn»

1 Hos6psa 2007 roga, MockBa, LeHTpanbHbl oduc areHTcTBa «VHTepdake»
(yn. 1-a TeBepckas-Amckas, 2)

NMPOrPAMMA:
14.30-15.00 Peructpauus npeccobl
15.00 OTKpbITME npecc-KoHdepeHLmmn

15.05-15.08 O-p MaHdpepq Mayneb,

rnaea npeacrtasuTenbcTBa koMmnaHum Bayer Schering Pharma

15.08-15.13 BopobbeB NaBen AHapeesuy, 3aB. kadeapon remaTonorum u
repmatpum ®rMNOBs MockoBCKON MeaNLMHCKON akageMum v
N.M.CeyeHoBa,

15.13-15.25 Stefan Lethagen (CtedaH JleTxareH), PykoBoguTenbs LeHTpa
Tpombo3a U NemocTasa, npu YHuBepcutetTckon 6onbHuue,
r.KoneHrareH, aHusa

15.25-15.35 PymsaHues Anekcangp puropbesud, npektop PenepanbHOro
HaYy4YHO-KNMUHUYECKOro LIeHTpa OEeTCKOM reMaTonornm, OHKOSIormm m
nMmmyHonorum Pocsgpasa

15.35-15.45 KonbinoB KoHcTaHTuH 'eHHagbeBuy, CT. Hay4HbIN COTPYAHUK
r'HuU PAMH
15.45-16.00 Ceccuns BonNpocoB 1 OTBETOB



Kogenate FS KOGENATE' Bayer

Antihemophilic Factor
(Recombinant)

Formulated with Sucross

Recombinant coagulation factor VIl (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

Buorpacdmyeckas cnpaBka
a-p Mandpen NMaynb (Manfred Paul)

Poaunca B 1951 r. B ropoge Mena (Tepmanus). OkoHumn YHusepcuteT r. Nena,
NMeeT y4eHyto cteneHb. B 1973 r. nonyymn gunnom akoHomucta, B 1978 r. -
OOKTOpa 9KOHOMMUKM.

Mo okoH4YaHWK y4ebbl B Te4eHne cemu net paboTan B hapmaueBTudeckon ompme
«Menadapm» B Ka4ecTBe acCUCTEHTA reHeparnbHOro AvpeKkTopa npeanpuaTtvs. B
1985-1990 rr. MaHdpea Mayne pabotan B Mockse B npefcTaBUTENLCTBE
komnanum «epmea». C 1990 r. npoaomkmn paboTy B «eHadapm» Ha nocTy
pykoBoguTensa otaena mexayHapogHoro 6usHeca (¢ 1997 r. komnaHus
«MeHadapm» sBnseTcs nogpasaeneHmem KoHuepHa Schering).

C 1 okta6ps 2000 r. MaHdpeq Naynb BO3rnasun npeactaBUTENLCTBO (OMPMBbI
Schering AG Ha YkpawnHe. B 2004 r. Ha3Ha4eH Ha nocT ['eHepanbHOro agupekropa
3AO0 Schering, MockBa, a BnocneacTeMmM COXpaHun CBOM NOCT BO BHOBb
obpasoBaHHOM koMnaHuu Bayer Schering Pharma.



Kogenate FS ' KOGENATE Bayer

Anﬂhmphl lic Factor Recombinant coagulation factor VIll (octocog alfa)
(Recombinant)
Formulated with Sucross
PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

Buorpacdmyeckas cnpaBka
BopobbeB NaBen AHgpeeBuY

Mpodeccop, 4OKTOP MegUUMHCKMX HayK, okoH4Ynn TMMW um. UN.M.CeueHoBa no
cneunanbHocTn « Tepanua». 3aseayrowmi kadeapon reMaTonorun 1 repuaTpum
MMA um. .M. CeueHoBa, ¢ 1997 r no HacTosiLLee BpeMS.

Pykosoantens nabopatopuun npobnem ctaHgaptTMsaumm B 3gpaBooxpaHeHnn ¢ 1997
no 2001, ¢ 2001 no HacTosILee BpeMsa — pyKOBOAUTENb OTAena ctaHgapTusaumm B
3apaBooxpaHeHmn HAWM obLiecTBeHHOMo 300pOBbSA U yNpaBreHns

30 paBOOXpPaHEHNEM.

MmaBHbIN pegakTop XypHana «KnnHnyeckasa repoHTonorus», 3amectuTtens
rmaBHOro pefakrtopa XypHana «[1pobnembl cTaHaapTU3aumMm B 30paBoOOXPaHEHNNY,
MmaBHbIN pegakTop raseTbl «BecTHMK MOCKOBCKOro ropofckoro Hay4yHoro obuiecTtea
TepaneBTOBY.

YyacTHuK nukemngaumm asapmm Ha YepHobbinsckon ASC (1986), nocneactaun
3emneTtpsceHus B Apmenum (1988), B3pbiBa noe3nos B Yde (1989).

NwmeeT 6onee 400 nybnukauyun, B Tom ymcne 31 moHorpadwmio (18 B coaBTopcTBE).
3amectutens npegcenatena PopmynsapHoro komuteTta Poccuickon akagemmm
MeaMUMHCKMX Hayk. Mpe3ngeHT ObecTBa hapMakoIKOHOMUYECKUX UCCIeLOBaHNN
— HaumoHanbHoro otaenenmsa ISPOR.



Kogenate FS ' KOGENATE Bayer

Antihemophilic Factor
(Recombinant)

Formulated with Sucross

Recombinant coagulation factor VIl (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop

PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

Buorpacuyeckasn cnpaBka
CrtedaH JleTxareH (Stefan Lethagen)

Poaunca B 1956 rogy B r. Manbmo, LBeuns. OKOHYMN MeAUUUHCKUA (hakynbTeT
JloHackoro YHuBepcuteta B 1982 rogy, umeer cteneHb [JOKTopa MeOMLMHLI.
Cneuywanuct B obnactn rematonormm. Cneumanuct B 065acTm  BHYTPEHHUN
MeaNLMHBI.

Mo okoH4aHum y4ébbl n ao 2005 roga pabotan B [ocnutane obwero npoduns r.
Manbmo, ¢ 1996 no 2005 - Crapwwuin opaunHatop (KoHcynbTaHnT) B OTaeneHun
HapyweHuin ceepTbiBaemoctn kpoeu. C 2003 no 2005 rog Obin KOHCYNbTaHTOM B
KoneHrareHckom LieHTpe M'emodunmn.

C anBapsi 2006 roga - lNpodeccop KoneHrareHTCKOro YHuBepcuTeTa M CTapLummn
KOoHcynbTaHT. . Overleege, [Oupektop KoneHraeHckoro LleHTpa [emoctasa wu
Tpomb60o3a, KoneHrareHTckuin YHuBepcutetTckun locnutans, [JaHus

UneH mexayHapogHoro obuectsa Tpombo3sa n l'emocTasa

UneH LWBeackon Meanunnkon Accoumaumm

Cnucok nybnukaumn BkrnovaeT 80 opurMHanbHbIX aBTopckux pabot, 40 ctaten, 6
KHW.



Kogenate FS 'KOGENATE Bayer

AHUhmPhl | |C Facw Recombinant coagulation factor VIl (octocog alfa)
(Recombinant)
Formulated with Sucross
PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

Buorpacdmyeckas cnpaBka
PymsaHueB AnekcaHap NpuropbeBuy

[lokTop MeanuMHCKUX Hayk, npodpeccop, 3aBeayrlmnn kKadeopon KIMHUYECKon
remMaTonornn, OHKOMOrMM W WMMMYHOMAaTONOMMM C KYPCOM MOSMMUKIIMHUYECKON W
couynanbHon neguatpum PYB Poccunckoro rocygapCTBEHHOrO MeAMUMHCKOro
yHuBepcuteTta, okoH4yun 2-un MOJITMW um. H.W. lNMnporosa.

B 1991 r. ATI.PymaHueB opraHusoBanm W BO3rMaBuil  HOBbIM  Hay4HO-
nccrnegoBartesnibCkMn - MHCTUTYT  MwuHsgpaBa Poccun - MHCTUTYT  geTcKou
rematonormn. B 2005 r. HWW petckonm remaTtonormm peopraHu3oBaH B
denepanbHbIl  HAYYHO-KITMHUYECKUA LEHTP AETCKOWM remaToriorMm, OHKOMorum u
nmmyHonorun Poc3sgpasa.

MaBHbIN Nnegnatp Komuteta 3gpasooxpaHeHus r. Mocksbl, C 1994 no 1997 r. 6bin
3amecTutenemMm npegcenartens npaeneHusi, ¢ 1998 roga sABnNseTcs  4NeHOM
npaeneHuns Coto3a neguatpoB Poccun, yneH npasneHms MeanumHckon accoumaumm
Poccuu, yneH mexayHapoaHbIX opraHu3aumi negmMatpoB, reMaTosioro, negmMaTpoB-
oHkonoroB. B gekabpe 1993 r. n3bpaH 4neHOM-KOppPeCNOHAEHTOM, B HOsiO6pe 1995 .
- akagemMukom oTgeneHna  6uomeguumHbl  Akagemum  EctectBeHHbIX  Hayk
Poccuiickoin ®enepauun, ¢ 1995 r. - uneH Helo-Mopkckon akagemun Hayk, ¢ 1996 r.
- 4yneH AMepuKaHCKOM accouuaumm HayyHbix paboTtHukoB. B 2004 r. wn3bpaH
4yneHom-koppecnoHgeHTom PAMH.

AsTtop 6onee 500 HayyHbIXx paboT, B Tom uucne 14 moHorpaduin U pyKOBOACTB,
ABNAETCA  YNIEHOM Hay4HblX COBETOB MO neguaTpuwm, rematonormm u
TpaHcdysmonorum MwuH3gpaBa P®, rmaBHbiM pefakTtopoMm XypHana «Bonpocbl
remMaTonorMn/oHKonorMm 1 MMMyHonaTofnorMnm B neauvatpum»,  YreHOM
pefakuMOHHbIX Konnerun xypHanos "lMegunaTtpusa”, «Poccumncknin negmnatpuyeckun
XypHan», «[Oetckun pgokTtop», "lematonorma wn TpaHcdysuonorus”, "Lkona
3gopoBbs”, "TpaHcdysuornorus", "POCCUACKMW BECTHUK MepuHaTtonorum u
neguatpuun”, "Russian Journal of Immunology".
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Kogenate FS ' KOGENATE Bayer

Antihemophilic Factor
(Recombinant)

Formulated with Sucross

Recombinant coagulation factor VIl (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

Buorpacdmyeckas cnpaBka
KonbinoB KoHcTtaHTMH N'eHHaabLeBnY

Poawnncsa B 1967 roagy B r. MockBa, B 1991 rogy OKOHYMN MeAUUMHCKMA (hakynbTeT
YHuBepcuteTa gpyx6bl Hapogos um. MNatpuca Jlymym6oi.

Mo okoHYaHWM y4ébbl paboTan HayyYHbIM COTPYOHMKOM B OTAENeHuMM remochmnunm
fematonornyeckoro HayyHoro ueHTpa PAMH, roe B 1997 rogy 3awmtun
KaHaOMOaTCKylo — aucceptaumio  Ha Temy «[omawHee nedveHne  BOMbHbIX
remoomnuen» n NonyYnn CcTteneHb KaHangata MeguUMHCKUX HayK.

C 2003 roga ¥ nNoO HacTosillee BpeMs — CTaplMi Hay4YHbIM COTPYOHUK
"emaTonorn4yeckoro Hay4yHoro ueHTpa Poccuiickon akageMmm MeQULMHCKUX HayK.
Cnucok ny6bnukaumn Bknodaet 6Gonee 120 nevaTHbIX paboT, B TOM u4ucne
pa3paboTKy HauMOHaNbHOro NPOTOoKoNa BeaeHnsa 60nbHbIX remounmnen.



Kogenate FS | KOGENATE Bayer

Antihemophilic Factor

(Recombinant)
Farmulated with Sucross

Recombinant coagulation factor Vill (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop

PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

OcHoBHasi UHthopmMmaumua o remodounum

OTM peakMM HacneacTBEHHbIM HapyLLEeHNEM CBEPTbIBAHMSA KPOBWU CTpadatoT, B OCHOBHOM,
MY>XYMHbI C HEAOCTaTOYHbIM PYHKLUMOHArNbHBIM 06 bEMOM O4HOMO 13 BernkoB CBEPTbIBAHWUS
KpoBM, 0ObIYHO OBHapYyXMBaeMbIX B KpOBU, Taknx kak coaktop VIII (remocounumsa A nnm
«Knaccudeckasa» remogpunus) unu gaktop IX (remogpunua B nnn 6onesHb Kpuctmaca).
femounma MoxeT Bbi3biBaTb NPOAOSPKUTENBHbIE UM CAMOMNPOU3BOSIbHbIE KDOBOTEYEHMS,
0COBEHHO B MbiLLbl, CyCTaBbl U BHYTPEHHWE opraHbl. [1pn nevyeHnn n Hagnexawem yxoge
npumepHo 400 000 60nbHbIX remodunmen BO BCEM MUPE CNOCOOHbI XUTb NOSTIHOLLEHHON
XM3HbIO. [1pKn OTCYTCTBUM NeYeHnss reMoUnnsa MoXeT CTaHOBUTLCSA NPUYUHOM
napanuaylowmnx 6onen, TAKenoro NOBPeXaeHNsa CycTaBoB, NOTepy TPYAOCNOCOBHOCTU U
npexneBpeMeHHON CMepTH.

Tunbl remochnnum
[Byms Hanbonee pacnpoCTpaHEeHHbIMU TUNamMKn 3TOro HapyLLUEHUS siBNAOTCA remodunusa A
n remocounus B.

o Jliogun, cTpagatowwme remopunmen A (Takke HasblBaeMon Knaccnu4eckom
remoouniMen), xapakTepuaytoTca He4OCTAaTKOM MM OTCYTCTBMEM (hakTopa
ceepTbiBaHnA kpoeu VIII. Okono 85% 60onbHbIX remocunuen uMeroT gnarHos
remocpunum A.”

e Jltogu, cTpagatowime remodounment B (Takke HasbiBaeMon 6onesHbto Kpuctmaca),
XapaKTepu3ylTCs HeAoCTaTKOM MK OTCYTCTBUEM hakTopa CBEPTbIBaHWS Kpos# 1X.2

FeModunusa n HacneaACTBEHHOCTL®
remodunusa nepenaetcs OT poanTens k pebeHKy B KaueCcTBe peLEeCCUBHOIO NpuaHaka,
cuenneHHoro ¢ X-XxpomMoCOMOW.

e Ecnuy oTua remocunus, a y matepu ee HeT, HM Y O4HOro 13 cbliHOBEN reMounmm
He ByneT. Bce govepu cTaHyT HOCUTENBbHULAMU reHa reMounInmn, XoTa camm oHu
He ByaoyT cTpagaTtb 3ToM 60NE3HbIo.

o JKeHLMHbI, SBNSAIOWMNECS HOCUTENBbHMLAMW reModunMm, MoryT nepegaBaTb 3TOT reH
cBOUM aeTaMm. Ecnu maTb SsBNSeTCcA HOCUTENbHULEN TAKOro reHa, a otel, He 6oneH
remounmen, To Anga Kaxagoro us ceiHoBew cywectsyet 50% BepOATHOCTb UMETb
AnarHos remodounuu, a ang kaxgom ns godepen — 50% BepoATHOCTb ObITb
HOCUTENbHULIEN 3TOro 3aboneBaHus.

OpHako reHHble MyTauun MOryT MPOUCXOAUTbL CaMONpPOn3BOrbHO, U NpuMepHO B 30%
cnyyaeB remodunms pasBmBaeTCs Npy OTCYTCTBMM 3TOro 3aboneBaHns B CEMENHOM
aHamMHese.

CteneHu Tsxectn*

Mpwn kKpoBOTEYUEHUSIX Y BOMBbHBLIX reMounmnen KpoBb He BbITEKAET 0OMbHEe unm ObicTpee,
yeM y 0bblYHbIX Mogen. B 4encTBUTENBHOCTH, KPOBOTEYEHNSA NPOAoIKatoTes bonee
anuTenbHoe Bpemsl. CTeneHb TAKECTU KaKAoro MHANBMAYANbHOMo crydasa remounnm
3aBUCUT OT KONMYECTBa (hakTopa CBEPTbIBAHUSA KPOBU, KOTOPOE OOHapPY>KMBAETCsl B KPOBW.

BblaensitoT Tpu cTeNeHn TAXKECTU: NErkyto, YMEPEHHO TSXENyo 1 Tshkenyto. B
HwKecnegyowen Tabnuue NPUBOAATCA AManas3oHbl KONMNMYECTBEHHOIO CoaepKaHns
dakTopa VIl u aktneHocTb dakTopa IX:



Kogenate FS

Antihemophilic Factor

(Recombinant)
Farmulated with Sucross

AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUNM3NpoBaHHbIN Caxapo3omn

| KOGENATE Bayer

Recombinant coagulation factor Vill (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)

CTeneHb TAXeCTn
remocunumn

MpoueHT OT HopMarnbHOW
aKTMBHOCTU hakTopa
cBepTbiBaHUA B KPOBU

KonuyectBo
MeXAYyHapoAHbIX eAUHUL|
(ME) Ha Munnunutp (mn)

LeribHOW KpoBU

HopmanbeHbIM gnanasoH 50%-150% 0,50-1,5 ME
Jlerkas 5%-40% 0,05-0,40 ME
YMepeHHo Tskenas 1%-5% 0,01-0,05 ME
Tsxenad meHee 1% meHee 0,01 ME

McTouHuk: BcemmpHas cdegepauns remounnum

Y niogewn ¢ Taxkenon doopmon remocunumn, Kak NnpaBumo, 4acTo NpomMcxoaaT
KPOBOU3NNAHNS B MblLLLbI UK CycTaBbl. KpoBoTeueHne YacTo pa3BuBaeTcs
CMOHTAHHO, T.e. MPOCTO Ha4yMHaeTcsa 6e3 BCAKOM BUOUMOWN NPUYUHBI.

Y nogen ¢ ymepeHHo Tskenon coopmon remodpunum KpoBoTEYEHUS NPONCXOAAT
pexe, 00bl4HO B pe3ynbTaTe TpaBmbl. OgHAKO crydan reMounnum pasHaTcs, 'y
OOMbHbIX C YMEPEHHO Tsxernon hopmon reMonnmm Takke BO3MOXKHbI
CaMOornpoun3BOSIbHbIE KPOBOTEYEHUS.

Y nogen ¢ nerkon coopmon remodpunnm KpOBOTEYEHUS Pa3BUBALOTCH, Kak
npaBumno, B pesynbTaTte XMpypruyeckoro BMeLlaTenscTea Nnu MacCMBHON TpaBMbl. Y
HUX MOXET HMKOr4a He BO3HMKaTb Npobnem ¢ KpoBOTEYEHMAMM.

Nokanusauus KpoBoTeYEeHUM
XoTAa naronormyeckme KpoBoTeveHns y 60nbHbIX remomnmern BO3MOXHbI NPY HapyLLeHnn
LIEeNOCTHOCTN KOXM BCNeaCTBUE XMPYPrnyeckoro BMeLlaTenbcTea Unn TpaBmbl,

BONbLUMHCTBO KPOBOW3MMSIHUI NPU FeMOUNMM MPOUCXOOUT BHYTPEHHE, 0BbIYHO B CYCTaBbl
WNW MblLWLbL.®

Yale Bcero KpOBOU3NUAHMSA NOKanNmn3ytoTCa B KONIEHHOM, FOfIEHOCTOMHOM U
NokTeBOM cycTaBax. MHOrokpaTHble KpOBOU3MUSAHUS MPU OTCYTCTBUN
CBOEBPEMEHHOIO NIEYEHNS MOryT Bbi3blBaTb NOBPEXAEHNE XpsiLLa U KOCTU B
CycTaBe, YTO BeJeT K XPOHUYECKOMY apTpuUTy 1 notepe pr[J,OCI'IOCO6HOCTVI.6

K HanGonee cepbe3HbIM KPOBOUIIUSIHUSAIM B MbiLLLbl OTHOCATCSI KPOBOU3NUSAHNS B
NoAB340LHO-NOSCHUYHYH0 MbilLy (NepeaHss YacTb NaxoBon obnactu),
MKPOHOXHYIO MbILLLYY M Npeanneybe.

HekoTopble KpOBOTEYEHUSI NPEACTABNASOT Yrpo3y ANs XXU3HN N TpebytoT
He3aMeannTenbHOro TepaneBTUYeCcKoro BMellaTenbcTea. K TakoBbIM OTHOCSTCS
BHYTpUYEpPENHbIE, TOPOBbIE, BHYTPUKULLIEYHbIE KPOBOTEYEHWUS UMW KPOBOU3IUSHUS
B NOAB3A0LLIHO-MOSCHNYHYIO MbiLLY.”

JleyeHune

B neyeHun remocmnmm 3a nocnegHne HECKONbKO AeCATUNETU Bbin AOCTUTHYT
CyLLleCTBEHHbIN nporpecc. CerogHsa nccnegoBateny UWyT CnocoObl ynyylunTb Ka4ecTBO
XM3HU NALMEHTOB, a TakkKe 13y4yaloT BO3MOXHbIE CPeACTBA U3redYeHns reMmopunmm.

lNepBoHavanbHO Tepanusa remodpunum A saknovanach B 3amelleHun aktopa FVIII
LeNTbHOWM KPOBLIO U NIIa3MOW, O4HAKO 3TOT MeToA 6bin 9 deKTUBEH NNLLL YaCTUYHO,
TpeboBan rocnutanusaumm naynueHTa n NnpuBoaun K nepegave nepeHoCUMbIX
KPOBbO NaTOreHHbIX MUKPOOPraHM3MOB.



Kogenate FS ' KOGENATE Bayer

-Il:ﬁl-ntjhﬂ.';-?:rhlﬂf Facw Recombinant coagulation factor VIIl {octocog alfa)
R.ECI:HII Inan
Formulated with Sucross

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)

AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

Mpeanaraemble cenyac npenapaTtbl HA OCHOBE PEKOMOMHAHTHOrO dhakTopa
cBepTbiBaHUA kpoBu Yernoseka VI, k KoTopbiM oTHOcUTCS KoreHanT ® aBnsaioTcs
©e3onacHbIMN 1 3PDEKTUBHLIMU.

JleyeHune no hakTy BO3HMKHOBEHNSA KPOBOTEYEHMS («neyeHne no TpeboBaHmnio»)
Ha3Ha4yaeTcsa nocne Havana remopparMy4eckoro anusoaa.

MpodmnakTmka — peryngapHoe npMMeHeHne Ha NMOCTOAHHOM OCHOBE KOHLIEHTPaToOB
(haKTOpOB CBEPTLIBAHUS KPOBM — MOXET Npeaynpexaartb pasBuTne KpoBOTEUYEHUN
[0 TOro, Kak OHM HaYHYTCS, 1 MO3BONISET YMEHbLUUTL UK NPegoTBpaTuTb
noBpexaeHne CcycTaBoB.

CerogHs 60rbHble remounuen MoryT neuntb BONbLUIMHCTBO reMopparmyecknx
3MNN3040B B AOMALLUHNX YCITOBUSX.

B HacTosiLlee Bpemsi u3yyaeTcs reHHas Tepanusi, KoTopas paccmaTpuBaeTcs B
KadecTBe BO3MOXHOIo MeToaa nanedeHns remopunmn.

i
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Kogenate FS | KOGENATE Bayer

Antihemophilic Factor

(Recombinant)
Farmulated with Sucross

Recombinant coagulation factor Vill (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

NMpuBepxeHHOCTbL KOMNaHuu Bayer Schering Pharma nsy4yeHuro
remocmnnmum n coobwecTBy noaen, boprowmnxcsa ¢ remodunmen

KoHuepH Bayer — onupatowascs Ha Hay4YHble uccnefoBaHUsA U OpUEeHTUpoOBaHHas Ha
pa3BuUTNE KOMMAHNS MUPOBOIO YPOBHSA CO crieLmanunsaumnen B 06nacty 3apaBoOXpaHeHus,
NPOAYKTOB MUTAHUS U BbICOKOTEXHOMOIMYHbIX MaTepmanos — yxxe bonee Tpex ecaTuneTum
COXpaHseT HENM3MEHHYIO MPUBEPXKEHHOCTb COOBLLECTBY Ntoaen, boprowmnxcs ¢ reMmounmen.
dapmaueBTUYECKOE NoapasgeneHue KoHuepHa — Bayer Schering Pharmaceuticals —
npodosmKkaeT NManupoBaTth B 3TOM OTpacnu, 00bemHAs HayKy U TEXHONOMNIO C LIENbO
YNYYLWNTb XU3Hb ThiCAYaM BOMbHbIX reModunmen Bo BCeM Mupe. ABNASCL BCEMUPHO
NPU3HaHHOM KOMMaHWeln C BbICOKOW rpaxJaHCKoON OTBETCTBEHHOCTLIO, Bayer Takke
OKa3bIBaeT NOAAEPKKY Pa3fMyHbIM 00pa3oBaTeNbHBIM U UCCIe40BaTENTbCKUM
MHULUMaTUBaM, KOTOPble MPUHOCAT NOMb3y coobLecTBy ntogen, boprowmxcsa ¢ remocpunuen,
BO BCEM MUpeE.

UccnepoBaHusa
3a nocnepgHue rogbl komnaHus Bayer Bnoxuna COTHM MUMMMOHOB A0ONapoB B U3yveHne
reMounmMm 1 NpoBeaeHne KIMHUYECKUX UCCeaoBaHuiA B 3Ton obnacTu.

B HacToswee Bpemsa komnaHusa Bayer:

e MpoJoSIKaeT OCYLLECTBNATbL MpOrpamMMy KnMHUYeCcKon pa3paboTkun npenaparta
NPOJSIOHMMPOBAHHOIO AENCTBUSA HAa OCHOBE pekombuHaHTHoro dhaktopa VI, kotopkin,
BO3MOXHO, NMO3BOSIUT NEPENTN Ha TepaneBTUYECKYIO CXeMY C NEPUOONYHOCTbLIO
MHAY3UN OANH pa3 B HEAESO C LieNbio NPOdUNaKTUKN KpOBOTEYEHUN.

e NPUMEHSIET NepeaoBble TEXHOMOrMN MOSEKYNAPHON MHXEeHepun ansa paspaboTkm
pekoMbuHaHTon monekynbl FVIII ¢ ynyyleHHbIMY cBOMCTBaMU, TaKMMK Kak
yBernvyeHHas NPOAOIKUTENbHOCTb LIMPKYNALUKN Npenaparta B KPOBU N CHUXEHVE
WMMYHOreHHOro noTeHumana.

e POBOAMWT NepeaoBble AN CBOEW OTpaCcnv UCCneaoBaHus, HanpasneHHble Ha
AanbHenLwee nosbileHne 6e3onacHOCT BMonorMyecknx npenapaTos, BKNoYas
MeTOoAbl yaaneHus UM nHakTuBauumn U3BeCTHbIX U HOBbIX NAaTOreHHbIX
MUWKPOOPraHN3moB.

Bayer Takke siBnsietca nepBonpoxoguemM B 06racty reHHOM Tepanuum, Kotopasi, BO3MOXHO,
NO3BONUT CO3AaTb CPeAcCTBO, U3neunaatLLee remopunmio. Komnanus:
e MHBecTMpoBana B 3Ty obnactb 6onee 100 MnH. gonnapoe — 6onbLue Yem nobas
Apyrasi KomnaHusi B 3TON TepaneBTUYECKOW KaTeropuu.
e COTPYAHMYAET C HAaYYHbIMU YYPEXAEHUAMMU U OPYTMMU BMOTEXHONOTMYECKUMMU
KOMNaHMsAMM B 06NacTy N3y4yeHnsi reHHOM Tepanumn NPUMEHUTENBHO K reMounuu.

MpuBepXxeHHOCTb cooOLWecTBY noaen, boprowmxca ¢ remodunuen
MpuBepxeHHOCTb Bayer He orpaHnyMBaeTCsa NULb NpegoCTaBNeHNEM NEKAPCTBEHHOIO
npenapara naumMeHTam. 3aHMMmas nugepckme no3nuum B coodllecTse nogen, boprowmxcs ¢
remocpunmen, n ABNASCb KOMNaHWEN C BbICOKOMW rpaX4aHCKON OTBETCTBEHHOCTbLIO, Mbl
cyMTaem CBOMM OOSITOM U CBOEN 0653aHHOCTbIO NOAAEPXKMBATb MHNLMATMBLI NALMEHTOB U
npogeccrmoHanbHblX 00 beANHEHWI, HALENEHHbIE HAa yNy4dlleHne obLLero ypoBHs fieYeHus
remocpumnmm Bo BceM mupe. K Takum nHnumatmsam OTHOCHATCS:

e [lporpamma no npegoctaeneHntio rpaHToB «Bayer Hemophilia Awards Program»

(BHAP), ogHa 13 KpynHenwmx nporpamMmm Takoro pofa B JaHHOW oTpacnn, umeeT
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Antihemophilic Factor
(Recombinant)

Recombinant coagulation factor Vill (octocog alfa)

Farmulated with Sucross

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)

AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

uenbio uHaHCMpOBaHWeE UccnegoBaHUn U obpasoBaTeNbHbIX NMPOEKTOB B 06ractu
remMmogunmm no Bcemy Mupy.

o C momeHTa 3anycka aton nporpammbl B 2002 rogy komnaHuen Bayer 6bino
BblaeneHo 6onee 13 MnH. JonNnapos.

ExxerogHo komnaHusa Bayer BHocuT okosio 250 000 eBpo B kayecTBe NOAAEPKKN
BcemupHon penepaumnm remocpounum (WFH). BolgeneHHble Bayer cpeactea ngyt Ha
peanusaumio pasnnyHbIX NporpaMMm, a UMEHHO:

0 BceMunpHbIn geHb remodounuun: 3To exerogHoe MeponpuaTne, NPoBoANMOE B
anperne, npuerekaeT BHUMaHUE K Hy>KaaMm Iofen, XnByLnx ¢ remodunuen,
BO BceM Mupe. Komnanus Bayer obecneumBaeT pHAHCOBYH NOAAEPKKY
aToro meponpusaTtus ¢ 2002 roga.

0 BcemunpHoe obbeanHeHne Bo nma nporpecca (GAP): Bayer npogormxkaeT
nogaepxmeaTb MHUUnaTey GAP B o6nactu remocpmnun — 10-neTHUI NPoeKkT
no pasBUTUIO 30paBoOXpaHeHus, ctTapToBasLwmi B anpene 2003 roga. Llenb
GAP coctouT B TOM, 4TOGbI YNy4yLLUTL AMArHOCTUKY U NeYeHne nogen ¢
remounven n ApyrumMmm HapyLeHnsiMmn ceepTbiBaHUS KPOBU B
pa3BMBaOLLMXCA cTpaHax. B HacTosilwee Bpems B npoekte GAP yyacTtByloT
10 cTpaH, B ToM uncne Erunert, Npyaus, Mekcuka, PunmnnuHbl, ApMeHus,
Poccus, Tamnana, AsepbangxaH, MlopaaHna un JlneaH.

0 MexagyHapogHasa cxema BHellHel oueHku kavectBa (IEQAS): Mockonbky
MHOMMM NI0AAM C HapyLUeHUSIMU CBEPTbIBAHUSA KPOBU He Bbln nocTaBrneH
OnarHo3, 1 OHW He Nony4varT fieyeHuns, komnaHnen Bayer 661110 BbigeneHo
40000 ponnapos Ha peanusauuio nporpammel IEQAS, koTopas
CnocobCTBYyET COBEPLUEHCTBOBAHMIO NabopaTopHbIX METOAOB U CTAaHO4APTOB
B ne4vebHbIX yupexaeHusx Bo BCeM Mupe.

0 MexagyHapoaHada nporpamMmma no npeacTtaBneHuo CTUNeEHaUNn MeacecTpam,
KoTopble paboTatoT ¢ 6onbHbIMK remodunueni: Bayer nogoepxmeaeT aTy
nporpamMmMy, HazHa4yeHne KoTopon — oby4aTb MeacecTep U3 pasBmBatoLLNXCS
CTpaH nyylle agnarHoCTUpoBaTh M NeYnUTb reMounuIo 1 apyrue
3aboneBaHunsi KPOBW.

o0 MexgyHapogHbii koHrpecc WFH: Bayer apnseTtca exxerogHblM COHCOPOM
MexayHapogHoro KoHrpecca no remogunmm, obecnevnBas
PbUHaHCMpPOBaHWE C Lienblo CTUMYNNMPOBaTb OOMEH HayYHbIM U
obpa3oBaTenbHbIM OMNbITOM.

Yepes BcemupHyto hegepauuto remocomnum komnaHnen Bayer Ha 6e3Bo3me3gHON
ocHoBe 6bino nepegaHo 6onee 30 MNH. eauHuUy, dakTopa ceepTbiBaHMs kposu VI
ANSA pa3BMBaKOLLNXCA CTPaH, KOTOpble HECNOCOOHbBI NPeAOCTaBNATbL aAeKBaTHYHO
MEANLMHCKY0 NOMOLLb BOMbHbIM reModunnne.

Bayer npogomkaeT nogaepxvBaTtb MeaMUMHCKOE COObLLECTBO Yepes CNOHCOPCTBO U
yyacTue B pasfnyHbIX MeQULIMHCKMX KOHrpeccax, BKIoyasa exerogHoe 3acejaHue
MexgyHapogHoro obuliectea no naydeHnto Tpomoo3oe n remocrtasa (ISTH).
Wccnepoeatensamu MamOyprckoro yHMBepcmMTeTa COBMECTHO C KOMMNaHuen Bayer
ObInM coCTaBMEHbI BOMPOCHMKM MO KavecTByY XM3HWU. Cenyac 3T BONPOCHUKM
nomoratoT onpenensTb, B Kak reMounus oTpaxaeTca Ha NOBCEAHEBHOM XN3HU
60onbHOro, N HAacCKONbKO 3PPEKTUBHO NEeHeHne CNOCOBHO yny4ylaTb Ka4eCTBO XXNU3HN
nauMeHTOoB.
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PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

OcHoBHas nHdopmauus o Korenante®

KoreHainT® (pekoMBMHAHTHbIN hakTop cBepTbiBaHMs kposw VIII) npeacraensiet coboit
npenapart Ans nevyeHna remopunum A, KOTopbi NO3BONAET NaumMeHTamM HagexHo
KOHTPONMpOBaTh reMmopparMyeckme ann3oabl C NOMOLLbIO HECMOXHOW CUCTEMbI BBEAEHMS
nexkapcTBEHHOro BelecTBa.

MexaHu3m gencreus

o Korenant®3amelnaeT HepocTaloLWWMit hakTop cBepThIBaHMA kpoBu (cpakTop VIII),
nomorasi 6ornbHbIM remodunmen A npeaynpexaatb U KOHTPONMPOBaTh
remopparmyeckme anu3ogbl.

e KoreHaiit® npencTaBnsieT cobol npenapaT Ha OCHOBE PEKOMBUHAHTHOrO dakTopa
cBepTbiBaHud kposu VI, cogepxawun B kKa4ecTBe ctabunuaaTtopa caxapoasy (caxap)
BMECTO YenoBeyecKkoro anbbymMuHa, YTo yMeHbLUaeT PUCK 3apaXkeHns nauneHTa
Bupycamu. '°

e Korenant® - aT0 GUonornyeckunii npenapat, KOTOPbI BBOAUTCS BHYTPUBEHHO.

0 B HacTosiee Bpemsa npenapart BbiNyCcKkaeTcsa C agantepoM Ans dpriakoHa —
CUCTEMOW ANd NPUroToBIeHNsa pacTeopa, yaobHown bnarogaps Hanu4umio
npegBapuTenbHO 3anofHEHHOrO LWNpuua.

Perncrpauus v npumeHeHue

e Korenant® 6bin BnepBble 0006peH k npuMeHeHuto YnpasneHuem CLUA no Hagsopy 3a
Ka4yeCTBOM MULLEBLIX NPOAYKTOB U NekapcTBeHHbIX cpeacts (FDA) n EBponencknm
BEJOMCTBOM MO OLeHKe fniekapcTBeHHbIX cpencts (EMEA) B 2000 rogy v B HacTosiwee
Bpems ocuumnansHo 3apernctpupoaH bonee 4yem B 54 ctpaHax mupa.

e Korenant® npeacrasnsieT coboit pekoMBuHaHTHbINA' ' dakTop cBepTbiBaHUs kposm VIII'2,
“Cnonb3yeMblil AN NeYEHNs 1 NpounakTukv remodpunum A "

o (CBepaeHusi o 6esonacHocTH, 3PEKTUBHOCTU N 0OLLEN HAOEXKHOCTU NUHUKN NPOOYKTOB
KoreHaitT® 6binn nonyyeHsl Ha ocHoBe Gonee YeM 19-neTHero onbiTa KMMHUYECKOro
npuMeHenus u cebilwe 7 mnpa. ME BBegeHHoro pacteopa. '

0 KnuHuyeckne AaHHblE NOKA3bIBAKOT, YTO Y 6omnbHbIX reModunueit A KoreHant®
(rFVIIl) obecneunBaeT BbICOKUIN reMOCTaTUYECKMUIA KOHTPOSTb, XOPOLLO
nepeHocuUTCA 1 obnagaeT NPoBEPEHHLIM npodunem 6e3onacHocTu.?

AdhekTnBHOCTL
e 3a nocnegHue HeCKONbKO NeT KomnaHuen Bayer Obinv 3aTpayeHbl COTHU MUMTTIMOHOB
AONNapoB Ha u3dyvyeHne remomnmm, a Takke Ha NpoBeaeHNe KIMHUYECKMX
nccrnegoBaHuUii MO 3TOMY NokasaHuil. KnvHuyeckue nccneaoBaHns
NpoAeMOHCTpUpoBani acdeKTUBHOCTL 1 BesonacHocTb KoreHaiita® kak npu ero
BBEZEHN BO BpeMsi KpoBOTeYeHUS (MO hakTy BO3HUKHOBEHMWS KPOBOTEYEHUS), TaK U1
npuv perynsapHOM NpUMEHEHUN C Lerbio NPOdUNakTUKn reMmopparm4eckmx anm3onos.
e Tepanusi no ¢hakmy kpoeomeyeHusi — korga KoreHaint® BBOANTCS C Lienbto
OCTaHOBUTb KPOBOTEYEHME
0 B pamkax nccnegosaHusa B nonynsummn naumeHToB, HE NONyYaBLUNX
npeaBapuTEnbHOMO NeYeHNs Uy NoslyYaBLUUX MUHUMarbHOe neyeHne, 89% Bcex
KPOBOTEYEHMIN YCMELLHO KYyNUPOBanNuUch ¢ NOMOLLbIO OAHOW U ABYX MHY3niA
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KoreHalita®, korga npenapaTt HazHavancst no (pakTy BOSHUKHOBEHWS
kpoBOTeYeHus.

o B aTtom xe nccneposanum 6bino otmedeHo, 4To B 91% Bcex criyyaeB NpUMeHeHnst
KoreHaiita® npn kpoBoTeUYeHUM acpdeKT Tepanum OLeHUBANCs Kak OTANYHbIN UM
xopotumin.®

e [lpogpunakmuyeckoe neyeHue — koraa KoreHanT® npuMeHsieTcs ¢ Lienbto

NPodUNaKTUKN KPOBOTEHEHUI

0 B pamkax 5-neTHero paHgoMu3npoOBaHHOIO KOHTPONMPYEMOro uccnegoBaHus 6uino
nokasaHo, 4To npodunakTuka KoreHanTomMm™ y ManeHbKux AeTen CHUXaeT pUCcK
noBpexaeHnsi cyctaBoB Ha 84% N0 CpaBHEHWIO C Tepanuen no gakTy
KpoBOTeUeHUs1."® KpoBOM3NMAHMSA B CycTaBbl MOTYT NPUBOAUTL K MOBPEXAEHUIO,
ocnabnsLLeMy cycTaBbl, B pe3ynbTaTe Yero CHUXaeTCs UX NOABUKHOCTb.

o [pepwecTsytowme uccriegosanumsa FVII ykasbiBaloT Ha 3HaUYUTENbHbIE
npemMyLLecTBa NpoUIakTUKK, BKIOYAsa COKpaLLeHne NoBPeXaeHUN CyCTaBoB,
YMEHbLUEHME YMcna AHeW, NPOBEAEHHbIX B CTaUMOHape, CoKpalleHne CBA3aHHbIX C
reModunmeit XMpypruyeckux npoLeayp, a Takke ynydleHne kadyectsa xusHn. "’

BesonacHocTb
e bBe3onacHocmb 8 OMHOWEHUU Namo2€eHHbIX MUKPOOpP2aHU3M08

o bBonee yem 3a 18 neT KNMHUYECKOrO NPUMEHEHNA NMHUK NpenapaTos KoreHaitT® ans
neyeHuns remounumn A He 6bIno 3aperMcTpMpoBaHO HU OOQHOMO NOATBEPXKAEHHOMO
crnyyasi nepefayun NaToreHHbIX MUKPOOpraHuamos. '8

0 B KoreHaiite® BMecTo YenoBeyeckoro anbbymuHa ansa ctabunusaumm 6enka FVIII
ncnonb3ayeTcs caxaposa.’ bnarogaps 3ToMy CyLLECTBEHHO CHXAETCH PUCK
3apaxeHus naumeHToB NaToreHHbIMM MUKPOOpPraHu3mMmamu.

o Kpome Toro, Kak 6bIno nokasaHo, B npoLiecce ouncTku KoreHaiita® nHakTusmpytotcst
Bupycbl BUY, Bupyc renatnta C, a Takke yoanstoTcs NpUOoHbI, Takne Kak
B03byauTenb 6onesHn Kpentugenbna-Akoba (HenoBe4yeCckoro BapuaHTa KOpoOBLErO
OeweHcTBa).

e bBbe3onacHocmb 8 omHoweHUU pa3sumusi uHaubumopoe

0 WHrmbutopbl — 370 BbipabaTbiBaeMble UMMYHHOW CUCTEMOW OpraHM3Ma aHTuTena K
dakTopy VIII nnn dpaktopy IX. Takme aHTUTENA aTakyloT U YHUUTOXAOT 6enku
dakTopa VIl unun IX B KOHUEHTpaTax hakTopoB CBEPTLIBAHUS KPOBMW.

0 B xoge mexgyHapoaHOro KNUHUYECKOro nccnefoBaHns NpoaomKUTENbHOCTLO 3,5
neT B NONynsuMm NauneHToB, He NoNyYaBLUNX NPeaBapuUTENbHOrO NeYeHns Unm
MONyYaBLLNX MUHUMATbHOE NleyeHne, hopMupoBaHme NHrMbnutTopos KoreHanta®
6bINo nokasaHo Nub B 15% cnyyaes.®

= Y apyrux npenapatoB rFVIIl 3TOT nokasaTenb cocTaBnsieT
npnbnuantensHo 30%. "
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npOCTOTa B NPUMEeHeHnn

e B KoreHaiite® ucnonbsyetca HeGonbLuo o6bem pacTsoputens (2,5 mn), 6narogaps
YyeMmy pUcK HeoBXoaANMMOCTU NOBTOPHOM BEHEMYHKUUN Y MaNeHbKUX AeTen MoxeT bbiTb
HUXe, Yem npu o6beme pactBoputens B 10 mn.?°
0 Heb6onbwon (2,5 mn) o6bem pacTBopuTENs NO3BONSET NPOBOANTL UH(Y3MIO Bonee

onepaTUBHO, 3@ MEHee NPOAOMKUTENbHbIN Nepuos BpemMeHn. '

o KomnaHus Bayer Takke npegnaraet naumeHtam EZ-Log/Dialog — aneKTpOHHbIN
OHEBHUK fleYeHmnsl, KOTOpbI CNocobeH ynyywmnTb cobniogeHme naumeHTamm
TepaneBTUYECKOro pexvmMa B pesdynbtaTte bonee akkypaTHOro BegeHus 3anucen. Kpome
TOro, ANEeKTPOHHbIN AHEBHUK 0bBecneyvnBaeT BbICTPYO CBA3b C MEOULNMHCKMMN
paboTHMKaMW, OCYLLLECTBRSIOLLMMM NedeHne 6onbHoro.?!

KoreHnaiiT® npenctaBnsieT coboii pekoMBUHaHTHBIN hakTop cBepThiBaHUs kposw VI,
npegHasHavyeHHbIN ansa nevyeHus remodunum A. B kadectBe NoOoYHbIX adhekToB
MCNonb30BaHUA npenapara Hambonee 4YacTo OTMeYanuch NoKanbHbIE peakumMn B MecTe
BBEOEHWNS pacTBOpa, rofIoBOKPYXEHME U CbiNb. Hannyne HenepeHoCUMocTn nunm
annepruyeckme peakumm Ha KOMMOHEHTbI NpenapaTa SBMATCA NPOTUBONOKa3aHNEM K
npumeHeHuto Korerainta®. Kpome Toro, KoreHaint® MoxeT 6biTb NPOTUBOMNOKa3aH npw
NOBbILLEHHOW YyBCTBUTENbHOCTU K 6enkam MbILLM UM XOMsiKa.

C BaxHOI MHbOpMaLMelt, kacaroLLeiicst 6e30nacHoCTM 1 npuMeHeHns Korenaiita®, MoxHo
03HaKOMMUTbLCS Ha canTe www.kogenatefs.com.

Hitt

15



Kogenate FS | KOGENATE Bayer

Antihemophilic Factor

(Recombinant)
Farmulated with Sucross

Recombinant coagulation factor Vill (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

NMpounsBoacTBo KoreHaita®

KoreHaiit® npeacraBnsieT coboit pekoMBUHaHTHBIN hakTop cBepTbiBaHus kposu VIII (rFVII),
KOTOPbIM MPUMEHSETCA ANSA neyveHns remodomnum A. KoreHant® Npon3BoANTCA Ha
npyvHagnexaliem KomnaHun Bayer coBpeMeHHOM NpeanpuaTum no BbiNnycKy 61onornyeckmx
npenapartoB B bepknu, wrat KanudopHus.

O6uiee npeacTaBneHne o 6modapmaLeBTUHECKOM NPOM3BoaCTBE >

e TexHonorms npomseoacTea GnodapmaleBTUHECKNX NpenapaToB, K KOTOPbIM OTHOCUTCS
KoreHaiiT® - aTo TLLaTeNbHO pa3paboTaHHbIN, CNIOXHbIA MPOLECC, KOTOPbIA AOMKeH
yAOBETBOPSATb KOHKPETHbIM HOpMaM 6e3onacHocTu, ycTaHaBnmBaembim ®efepanbHbIM
ynpasnexHvem CLUA no Hag3opy 3a Ka4yeCTBOM MULLEBLIX NPOAYKTOB U NIEKapCTBEHHbIX
cpencts (FDA) n EBponeincknm BeJOMCTBOM MO OLEHKe NekapCTBEHHbIX CPeaCcTB
(EMEA), n/unu gpyrnmm rocygapCTBEHHLIMU U MEXAYHAPOOHbIMW OpraHamMmu
30paBOOXPaHEHNS.

e K Tpebylwmum BHUMAHMSA 3HAYMMbIM acnektam brnogapmaneBTMYECKOro Npomn3BoacTBa
OTHOCUTCS NOTEeHUnanbHoe 3apaxeHne MMKpoopraHnamamu (bakrepmsmm unum
BMpYyCcamun); No 3Ton nNpuunHe BruochapmaueBTM4ecKMe npenapaThbl, Kak NpaBuno,
NPOM3BOASTCS B YCNOBUSAX YUCTOrO NMOMELLEHUS, KOTOPOE COOTBETCTBYET
onpeaeneHHbIM HopMam AONYCTUMOW KOHLIEHTPaLUKN B3BELLEHHbIX YacTuL, B BO34YXe.

. ®
MpoussoacTeo KoreHanta
[ns nponssoacTBa oagHoit napTtumn Korenainta®, coctasnsioLlein npubnuantensHo 200
rpaMMoB MPOAYyKTa, 3aTpadymBaeTcsa okosno 250 cyTok, n Tpebytotes yeunums cabiwe 1000
YyernoBek.
MpousBoactBo KoreHaiita® cTporo pernameHTUpyeTcsl 1 KOHTPOSMPYETCS HECKOMbKUMM
30paBOOXpaHUTENbHLIMM BEAOMCTBAMU N3 Pa3fMyHbIX CTPaH Mypa.

dTanbl Npou3BoACTBA
Mpouecc nponssoacTea KoreHnaiita® coctout n3 TPeX OCHOBHbIX 3TanoB. TakoBbIMMU
ABNATCS epMeHTaLMs, O4YMCTKA U CMEeLUMBaHNE KOMMOHEHTOB NEKapCTBEHHOW DOPMbI.

3tan 1: ®epmeHTauma>

e [1ns Toro 4ToBbl 3aMyCTUTL B NPOM3BOACTBO HOBYIO NapTuio KoreHaiita®, HeGonbluoe
KONMUYECTBO KMNEeTOK, MOMyYeHHbIX N3 MOYEK XOMsiKa, NOMELLAIOT B CTEPUrbHbIE
nabopaTopHble konbbl, Kyaa 000aBNSAT CTEPUNbHBLIE NUTATENbHbIE BELLECTBA,
CMOCOBCTBYIOLLME POCTY U Pa3MHOXEHWMIo kneTok. Ha atane dpepmeHTaumm Korenaita®
He Mcnonb3yTcsa 6enkn KPynHOro poraTtoro ckoTa.

e AKTMBHas KNeTo4yHasi CMeCcb NepeHoCUTCs B 06 beMHbIE CTEPUSbHbIE COCYAbI AN
Havyana npouecca hepmMmeHTaunmn.

e KneTku NpogomkarT pasMHOXaTbCs U B Npouecce depmeHTaumm BolpabatbiBatoT
pekombuHaHTHbIN hakTop ceepThiBaHud kposu VI (rFVIII. C uenbto obecneyeHuns
ONTUManbHbIX YCNOBMI NPOM3BOACTBA Ha 3TOM dTane NOCTOAHHO KOHTPOSMPYHOTCS
Temnepartypa, AaBreHue 1 BenmynHa pH; kpome Toro, NPOBOASATCS aHanu3bl 06pa3sLoB.

o KngkocTtb, cogepxawias rFVIII, HenpepbiBHO cobnpaeTca ns pepmeHTepoB. Kaxabin
pas, koraa 3abvpaeTcs KynbTypanbHasi XXMAKOCTb, B TOW e nponopumm gobasnsaerca
cBexas cpepga.

O JTOT UMKN 3aMeLLEeHNI, Ha3biBaeMbI depMeHTauUmen Npu HenpepbiBHOM nepdysnn,
npegcraenseT cobon OTMeYEeHHY0 Harpagamm TEXHOMOMNI0, pa3paboTaHHYyo
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Kogenate FS | KOGENATE Bayer

Antihemophilic Factor

(Recombinant)
Farmulated with Sucross

Recombinant coagulation factor Vill (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)

AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

KomnaHuen Bayer, n nossonseTt 6ecnepeborHo ocywecTenaTb cbop 6enka rFVII,
Tpebyemoro onsi npon3BoacTBa KoreHaiita®.

0 Bpewmsi HaxoxaeHusi Genka B hepmeHTepe Ha aTane depmerTaumm KoreHaiita®
camMoe HenpoaoSmKUTeNnbHoe cpeamn Bcex npenapatos rFVIII, yTo, kak
npegnonaratoT, obecneymBaeT AeNMKaTHYIO TEXHOSOrM4Yeckyto o6paboTky n
MeHbLLEee KONMYECTBO HeXenaTternbHbIX N3MeHeHUn B Bernke.

CobpaHHbin rFVIII nogeepraeTcsa ynbTpadunbTpauumu, NOCPeacTBOM KOTOPOWN

yaanseTcsi o4t BCA XNOKOCTb, B pesynbtarte yero rFVIII ctaHoBuTca 6onee

KOHLEHTPUPOBAHHbIM.

d1an 2: Ouncrka’

HasHaueHune npon3BoaCTBEHHOMO aTana O4UCTKM cocTouT B oTaeneHuu rEVIIL ot gpyrmnx

KOMMOHEHTOB, NPUCYTCTBYIOLLMX B CMECU Nocrne depMeHTaumm.

Bupychl B nunugHon obonoyke, kKoTopble MOryT NpucyTcTBoBaTh B cMecu 6enka rEVIII,

NHaKTUBMPYIOTCS NOCPEaCTBOM aTana NpoTMBOBUPYCHON 06paboTku

pacTBopuTenem/geTepreHTom.

o] Kak 6bin10 nokasaHo, B npoLiecce ouncTku KoreHainTa® MHakTUBMpYI0TCA BUPYChI
BWY, Bupyc renatuta C, a Takke yganstoTCsa NPUOHbI, Takne Kak Bo3byauTenb
6onesHu Kpentudenbaa-Akoba (YenoBeyeckoro BapmaHTa KOpOBbEro 6eLleHCTBa).

o] Bornee YeM 3a 18 neT KNMHUYECKOrO NPUMEHEHUS NIMHUK NpenapaToB KoreHainT®
ana neyeHuns remopunumn A He 6bIno 3aperncTpMpoBaHO HU OOHOTO
noATBEPKAEHHOTO Cryyas nepeaayn NaToreHHbIX MUKPOOPraH3MOB naLmeHTy. 24

rFVIIl BbigenseTca n3 cmecu genukaTHO U C BbICOKOM CTEMEHbI0 YNCTOTbI METOAOM

coBpeMeHHol xpomaTtorpacun®.

3tan 3: CMeluMBaHMe KOMNOHEHTOB NeKapCcTBEHHOW hopMbI?

OunweHHbin 6enok rFVIII go6aBnsaeTcsa B pacTBOp caxapo3bl U OpYyrnx

BCMOMOraTesbHbIX KOMNOHEHTOB, 06ecnevnBaLLnX CTabUNbHOCTbL NPOAYKTA, a TakkKe

CXO[HYIO C KPOBbIO OCMOISAPHOCTH.

O6wmin 06bem roToBOro pacTeopa NoABEPraeTcsa CTepUIbHON hunbTpaunm,

pasnmMBaeTcs B KOHEYHbIE KOHTENHEPbI M TMOUNN3NPYETCS.

o] HanonHeHHble hnakoHbl Ha 72 Yaca NoMeLaTcs B IMOUINBbHYIO CYLUWIKY ANS
yAaneHus oCHOBHOro obbema Bnaru.

Korga nocne posnuea u nnogunmsauum donakoHbl BO3BpaLlaloTcsa B BUAe rotoBoro

npoaykta KoreHaiita®, KOHTponepb! TIATENbHO NPOBEPSIOT KaXAbIA (nakoH,

0TOpaKoBbIBasA HEroAHbIE.

Mocne Toro Kak onakoHbI NPOLUNN NPOBEPKY, X CHABXaOT 3TUKETKOM 1N NOMELLAIOT B

YNaKOBKY BMECTE C UHCTPYKUMEN N NUTNON-«6aboyvkony.

OTUKETKN U KAPTOHHbIE KOPOOKM KoreHanta® umetot psii 0COOEHHOCTEN, 3aLULLaoLLINX

OT NOAAENKM U HE3AaMETHOIO BCKPbITUSA, YTOObI rapaHTMpOBaTh NOfy4YeHne naumeHTamm

NOANWHHOrO Npenapara.
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Antihemophilic Factor
(Recombinant)

Formulated with Sucross

Recombinant coagulation factor Vill (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabunnanpoBaHHbIN caxapo3on
i UeHTpudyra ans ocaxaeHua kneTok

H " j YnsTpadmnsTpaums
LS I
KynbTusuposaHue . rENIN
Knerok 3amopaxuBaHue
®depmeHTEP
[

Cpepna
OtramBaHue
OumcTtka

e = il

Mpouenypbl obecneyeHuss 6e3onacHOCTU B Xxoae Npou3BoacTBa

KomnaHusa Bayer rapaHTupyet cobniogeHvne 1 nogaepxaHne HamBbICLLUMX CTaH4apPTOB
6e3onacHOCTM NpoaykTa B XO4e BCero npoiecca NnponM3BOACTBa KoreHaiiTa®.? K 0CHOBHbIM
anemMeHTaMm MeponpuaTuii no obecneyeHnto 6e3onacHoOCTU NPOM3BOACTBA OTHOCATCS:

(0] Heckonbko aTanos KOHTpPOIA C uenbio MUHUMU3aLunn TeOpeTVIl-IeCKOVI BVIpyCHOI71
Harpy3ku npu 0T60pe CblpbeBbIX MaTtepuanoB Arnd nojnyyvyeHund KneTo4Hom KynbTypbl
rFVIIL2

o [na yMeHbLUeHNa pucka 3apaxxeHnsa NepeHoOCUMbIMU C KPOBbHO MaTOreHHbIMN

MUKpOOpraHn3mMamm, KoTopble MOryT nepefasaTbCs C NpoayKTamMu nnasmbl KpOBU
yerioBeka, yueHble-uccneaosatenu Bayer paspaboTtanu coctas KoreHainta®, roe
BMECTO 4YenoBeveckoro anbbymmnHa B kadectse ctabunmnsartopa 6enka rFVIII
M“cnonb3yeTcs caxaposa. 2

o] Bupycbl B nunugHon o6onoyke, KOTopble MOryT NPUCYTCTBOBaTb B COGMpaemon
XMAOKOCTN KNETOYHOW KynbTypbl, yOanaTca NyTeM NHakTusaumm BupycoB (atan
BUPYCHOM MHaKTUBALMKN C MOMOLLLIO pacTBOpuTens/aeTepreHTa) B npoLecce
nocneaytoLLei ouncTku.?

o B HacTosilLee Bpems Kaxaas oTaenbHas Morekyna oenka KoreHaiita® npoxoaut
He MmeHee 200 NpoBepoK Ha NpeaMeT KOHTPOSIS KayecTBa C MOMEHTa Npou3BoACTBa
B (hepMeHTepe BMOTb [0 NONyYeHUst FOTOBOro NpoaykTa Bo dnakoHe. 2’

o] Kak 6b1110 NokasaHo, LWeCTb 3TanoB B npoLecce npovssoactea KoreHanta®
CHWXaIOT NOTEHLIMANbHYIO BUPYCHYIO Harpysaky.’

KoreHaiiT® npenctaBnsieT coboii pekoMBUHaHTHBIN hakTop cepTbiBaHUs kposw VI,
npeaHasHa4vyeHHbIn Anst nedexHma remocpunum A. B kadectBe No6oYHbIX adhdheKkToB
MCcnonb3oBaHMA nNpenapata Hamboree 4acTo OTMeYanucb MeCTHblEe peakLn B MecTe
BBEAEHNS pacTBOpa, rOfIOBOKPYXEHME U Cbifb. Hanuyne HenepeHOoCMMOCTUN UMn
annepruyeckme peakumm Ha KOMMOHEHTLI npenaparta sSBfsTCa NPOTMBONOKa3aHUeM K
npumeHeHuto KoreHaiita®. Kpome Toro, KoreHant® MoxeT 6biTb NPOTUBONOKA3aH npu
MOBbILLEHHOW YYBCTBUTENMbHOCTU K 6erkam MbILLM NN XOMsiKa.

[nsa o3HakoOMNeHWs ¢ BaXXHOW MHdOpMaLuuen, kacatolenca 6e3onacHocTn U NpUMeHeHns
KoreHainTa®, npouTiTe NOMHbIN TEKCT MHCTPYKLMM Ha KoreHanT®.

HiH
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Antihemophilic Factor

(Recombinant)
Farmulated with Sucross

Recombinant coagulation factor Vill (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

( 2\ Bayer HealthCare
J Bayer Schering Pharma

UHdopmauusa o komnaHum

Bayer Schering Pharma — 310 wMexagyHapogHass dapMaueBTMyeckas KommnaHus,
obnapawowas cobcTBeHHOW uccnegoBaTtenbckon 6ason. [edaTtenbHOCTb  KOMMaHuu
cocpegoTtodeHa B yeTbipex 0obnacTtax: TMHEKONorMs W aHaporiorusi,  OHKOMOorus,
AnarHoctTmyeckass Bu3yanu3aumsi, a Takke Chneuvanu3npoBaHHble MeToAbl Tepanuu
3aboneBaHui, NPMBOSALLNX K MHBANMAHOCTU. bnarogapsi COGCTBEHHBIM UCCNELOBaHUAM U
pa3paboTkam, OCyLIEeCTBMSIEMbIM COTPYAHMKAMW KOMMAHWM, a Takke MoAAepXKKe
OTNaXXeHHOWN MeXOyHapOoOHOW CeTWM NEepBOKMNACCHbIX BHELIHUX napTHepoB Bayer Schering
Pharma nogaepxvBaeT nepcneKkTUBHYIO NIMHUIO pa3paboTky 1 BbiMyCka HOBOW NPOAYKLUNN.

Llenb wccneposanunm Bayer Schering Pharma — cBa3aTb BoeguHo Takve obnactu
MeOUUUHbI, KaK paHHSAS OUWarHOCTUKa, NpodunakTuka, nevyeHne N KOHTpOnb Hag Tepanuen.
Ons 9aTOoro KOMNaHusa coeauHsieT nocnegHve AOCTUMXKEHUS TEeHHOW UMHXeHepun C
cobCTBEHHBIM BOraThiM ONbITOM B MeauunHe n dapmaumn. Okono 1/5 exxerogHoro obopoTa
Bayer Schering Pharma exerogHo HamnpaensieTcsl Ha Uenu UCCredoBaHUs U pasBUTUS.
CneumnanucTtbl KOMMaHUM BedyT HayyHble UCCnedoBaHWs B Tex obnacTtsax MeauuuHbl, rae
cylecTByeT HambonbLlee KONMYeCTBO HepeLLeHHbIX Npobnem.

KomnaHua Bayer Schering Pharma aktuBHO pabGoTaeT Ha ¢apMaueBTUYECKOM PbIHKE
Poccun n ctpaHn 6nvxHero 3apybexbs. [poaykums komnaHuu, noctaensiemas B Poccuio,
NpakTU4YeCKn NOSTHOCTLIO COCTOUT M3 OpUrMHanbHbLIX NpenapaToB. Ha NpoOTSXKEHUN MHOIMmMx
AEeCATUNETUI OHa 3aCnyXeHHO NOoNb3yeTcsl BbICOKOW penyTaumen brnarogapsi HEM3MEHHOMY
KayecTBy, TepaneBTU4eckon 3HEKTUBHOCTN N MaKCMManbHOM 6e30nacHOCTML.

Onupasice Ha HoBble uaewn, Bayer Schering Pharma cTpemMutcs BHECTU CYLLECTBEHHbIN

BKIaJ B pa3BuTUE MEOMLMHbBI U YNYYLLNTb KAYECTBO XU3HW NMoAen, peanu3ys COOCTBEHHbIN
nosyHr: Science For A Better Life.
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(Recombinant)
Farmulated with Sucross

Recombinant coagulation factor Vill (octocog alfa)

PekomGVHaHTHbIV thakTop cBepTbiBaHus kposw VIII (okTokor anbga)
AHTUremocpunbHbIN hakTop
PEeKOMOUHAHTHbIN
CTabUnNU3npoBaHHbIN caxapo3omn

! National Hemophilia Foundation (US).
http://www.hemophilia.org/NHFWeb/MainPgs/MainNHF.aspx?menuid=180&contentid=45&rptname=bleeding
, Hemophilia A section.
2 National Hemophilia Foundation (US).
http://www.hemophilia.org/NHFWeb/MainPgs/MainNHF.aspx?menuid=181&contentid=46&rptname=bleeding
, Hemophilia B section.
% Canadian Hemophilia Association. http://www.hemophilia.ca/en/2.1.1.php, Heredity of Hemophilia section.
* World Federation of Hemophilia. http://www.wfh.org/index.asp?lang=EN, FAQs section.
® The Haemophilia Society (UK). http://www.haemophilia.org.uk/index.php?content_id=87&parent=278, Key
Facts: What is Haemophilia section.
® National Institutes of Health.
http://www.nhlbi.nih.gov/health/dci/Diseases/hemophilia’lhemophilia_signs.html, Hemophilia section.
" A. A. Ashrani, J. Osip, B. Christie, N. S. Key. Iliopsoas haemorrhage in patients with bleeding disorders -
experlence from one centre. Haemophilia 9 (6), 721-726.

® UMMyHOreHHBII — BbI3bIBAIOLLWIA UK CIOCOGHbI BbI3bIBaTb UMMYHHYHO PeaKLmio.
o http://www.kogenatefs.com/web_docs/KogenateFS06-1.pdf
1% Abshire TC, Brackmann HH, Scharrer |, et al. Sucrose formulated recombinant human
antihemophilic factor VIl is safe and efficacious for treatment of hemophilia A in home therapy.
Thromb Haemost. 2000;83(6):811-816.

! PeKOMBUHAHTHbII — FeHETUYECKUI MaTepuari, MonyYaeMblii py coeauHeHnn dparmeHTos JHK
13 pasnuyHbIX NCTOYHMKOB, B pe3ynbTaTe Yero obpasyetcsa pekombuHaHTHaa OHK. (Random House
Unabrldged Dictionary)

(DaKTop VIl — ®akTop VIII unn aHTuremodunbHbIN hakTop npeactaBnsaeT cobor gakTop
CBEpTbIBaHUSA KPOBU, OTCYTCTBYHOLLMI UNN UMEIOLLNIACS B HegocTaTke y niogen, 60nbHbIX
remocbunuen A (knaccudeckon remocpmnumen). (Source: http://www.kogenatefs.com/web_docs/BAYK-
1201-5-5.pdf)

Femodmnua A — Nemodpunus A — Ha3BaHue, KOTOpPbIM 0603HAYaETCS HECKOMbBKO PeaKmX
HacneacTBEHHbIX HApYLLEHUA CBEPTbIBaHWUst KpoBU. [laHHbIM 3aboneBaHneM cTpagatoT
NPEMMYLLECTBEHHO MY>XUYMHbI, Y KOTOPbLIX O4MH N3 GENKOB CBEPTLIBAHUS KPOBU, OObIYHO
06Hapy)KI/IBaeMbII/1 B KPOBM, CMHTE3MPYETCS B HEAOCTAaTOYHOM KONMYECTBE Ui OTCYTCTBYET.

Data on File, Bayer HealthCare

® Kreuz W, Gill JC et al, and the International Kogenate-FS Study Group. Full-length sucrose-
formulated recombinant Factor VIII for treatment of previously untreated or minimally treated young
chlldren with severe haemophilia A. Thromb Haemost 2005;93(3):457-67.

® Manco-Johnson MJ, Abshire TC, et al. Randomized, controlled, muIt| -year study to evaluate joint
outcomes in young children using recombinant factor VIII (Kogenate FS). Abstract presentation,
World Federation of Hemophilia, May 21-25, 2006 Vancouver, Canada.

" Hoots WK and Nugent DJ. Evidence for the benefits of prophylaxis in the management of
hemophllla A. Thromb Haemost 2006; 96(4):433-40.

http /lwww.kogenate.com/patients_K_Safety.cfm

Lusher J, Chitlur M. Kogenate® FS: antihemophilic factor rFVIII-FS. Therapy 2006;3(6):699-708.

% Butler R, Jaworski K. Clinical convenience of low volume Factor VIII infusions in pediatric
hemophlha patients. Haemophilia 2004:10(Suppl 3);114.

http //www.kogenate.com/patients_E_Features.cfm

2 Walsh, Gary. Biopharmaceuticals: Biochemistry and Biotechnology, Second Edition. John Wiley &
Sons Ltd ISBN 0-470-84326-8 (ppc), ISBN 0-470-84327-6 (pbk).

Kogenate® FS Global Scientific Monograph — 2006.

Bayer data on file.

%5 Xpomatorpacusi — Hay4Hblii METOZ, UCTONb3yeMblii ANst OTAENEHUs BELLECTB ApYr OT Apyra.

OcMOoNsApHOCTb — KONMYECTBO MOJIEN PACTBOPEHHOIO BELLIECTBA HA NUTP pacTBOPUTENS.

T hitp://www.kogenatefs.com/HCP_PB_ManuPro.cfm.
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