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6. Ilincymky nuiany ynpasJjinas pusukamu 1ist HopoEiT® (TypokToxor anngda)

Hwxkue HaBeeHO BHKIAJ pe3yJIbTaTiB IUIaHy yrnpaBiiHHsS pusukamu (RMP) nmns mpemapary
HoBoEiit® (rypoktokor anb¢a). [lnaH ynpapiiHHS pU3HKaMH MiCTHTb iH(GOPMAIIi0 100 BAXKITHBUX
pU3MKiB, TOB'{3aHMX 3 mpenapatoM HoBoEHT®, indopmamiro mpo 3axomm, cHpsMOBaHI Ha
MIHIMI3aI[il0 TAaKWX PHU3MKIB, a TAKOX OMHUC [id, CHOPSIMOBAHWX HA OTPUMAHHS JOAATKOBHX
BIJIOMOCTEH MpO pU3MKKA Ta (PakTOpw HEBH3HAYEHOCTI (BiICyTHBOI iH(oOpMaIii) s mpenapaTry
HogoEiir®.

KopoTka xapakTepucTHka Jikapcbkoro 3acoby (KXJI3) HosoE#T® Ta iHCTpyKIito 118 MEIM4HOro
3acTocyBaHHs Jikapcbkoro 3aco0y (IIM3JI3) wmictuTh Kiro4oBY iHGOpMaIli0O MPO MOPSIOK
BUKOpHUCTaHHs npenapaty HoBoE#T® 111 MeUKiB Ta NaIlieHTiB.

3azHayeHi HuKYe MifcyMKkH IlmaHy ynpapiiHHS pU3HKaMu JJis Jlikapchkoro 3aco0y HosoEnt®
HEOOXITHO pO3MJISAIaTH B KOHTEKCTI BCI€l JOCTYMHOI iHQoOpMaIlli, sika BXOAWTH 10 CKIaay
€BpOoINeichKOro 3BITY 3 OLIHKHK JiKapcbkoro 3aco0y (EPAR), Bko9aroum eKcrepTHU 3BIT TpO
OLIIHKY Ta HOTO CIIPOILEHE IMiICYMKOBE BUKJIQJACHHS JJOCTYITHOIO MOBOIO.

VY pasi BUSABIICHHS Ba)KJIIMBUX HOBUX 3arpo3 ab0 CYTTEBUX 3MiH CTaTyCy MOTOYHHX 3arpo3 [lman
yHOPaBIiHHS PU3HKAMU 7S JIIKAPCHKOTO 3ac00y HosoEiT® OyJe BIAMOBITHUM YHHOM OHOBJICHO.

6.1. Jlikapcbkuii 3acié Ta iOro BUKOPUCTAHHS

Jlikapcwkuii 3aci6 HopoEitT® 3apeectpoBano aist TiKyBaHHs Ta Npo(iTaKTHKKY KPOBOTEY y MAIli€HTIB
3 remodimero A (Bpomkenuit npedpinut Qaxropa VIII; mis moBHOro mnepemiky MoOKa3aHb [0
3aCTOCYBaHHS IUB. 3arajlbHy XapaKTepUCTUKY Jikapcbkoro). [lo ckimagy mpemapaTy BXOIUTh
TYPOKTOKOT ajiba y SKOCTi Iit040i peuoBuHHU. [IpenapaT nmpu3HaAYeHUH sl BHYTPIIIHLOBEHHOTO
3aCTOCYBaHHS.

JonarkoBa iH(MoOpMaIlis I100 OIIHKA KJIIHIYHOI KOPUCTI BiJ] 3aCTOCYBaHHS JIIKApPCHKOTO 3ac00y
HopoEitr® mictuthes B €BporneiichkoMy 3BiTi 3 OlliHKM Jikapchkoro 3aco0y HoBoE#T®, Bkimrouno 3i
CTIPOIIEHUM TiICYMKOBHM BUKJIAJICHHSIM JOCTYITHOIO MOBOIO, 3 IKM MOKHAa 03HAHOMHUTHCH Ha BEO-
caiiTi €BporneichKoro areHTcTBa 3 Ilikapchkux 3aco0iB (EMA) Ha BeO-cTOpiHIII BiAMOBIIHOTO
npenapaty. [llocunamns Ha nocaoko8y CMOPIHKY 3 NIOCYMKOBUM — BUKIAOEHHAM  3MICMYy
E€sponeticbko20 36imy 3 oyinKuU JiKapcbko2o 3acody. nocunanns Ha EPAR.

6.2. Pu3nku, noB's3ani 3 JiKapcbKUM 3ac000M Ta 3ax0Au, CIPSIMOBaHI Ha MiHiMizanilo a6o
A0JATKOBY XapaKTePUCTUKY PU3UKIB

THopmaliio Npo BaXKIIMBI PU3UKH, MOB'A3aHi 3 JikapchkuM 3aco6oM HoBoEHT®, a Takoxk 3axonw,
CHpsSMOBaH1 Ha MIHIMI3allil0 TAKMX PU3HMKIB, Ta 3aIIPOIIOHOBAHI JOCIIKEHHS AJ1s1 300py 101aTKOBOT
indopmarii Ipo pusuKH Jikapchkoro 3acoby HooEifT®, HaBeneno Hukye.

JlocTynHi Taki 3aX0/11 MiHIMi3allii pU3HKiB, BCTAHOBJIEHUX JUIA JTIKApChKOT0 3ac00y:

e Hananust xonkperHoi 1H(opmarllii, Mpu3HAYEHOI JUIsl TAIll€HTIB Ta JJIs MEIWKIB, BKIIOYAIOYH
NOTIEPE/DKEHHS, 3amoODKHI 3aX0JM Ta pEeKOMEeHJalli I[0J0 NPaBWIBHOTO BHUKOPHUCTaHHS
JIKapChbKOTO 3aco0y, B I1HCTPYKUIi AJii MEAMYHOTO 3aCTOCYBAaHHS JIIKapChbKoro 3aco0y Ta y
KopoTkiil xapakTepucTHIli JiKapchbKOro 3acooy;

e BaxxyinBi peKOMEH/IaIlil Ha yIaKoBIIi JIIKapChbKOT0 3ac00Y;

e 3apeecTpoBaHM po3Mip YIaKOBKH — KUIBKICTB JIKapChKOT0 3aC00Y B YIIAKOBII BUOMPAETHCS TAKUM
YUHOM, 11100 3a0€3MeUnTH NpaBUIbHE BUKOPUCTAHHS JIIKAPCHKOT0 3ac00y;

¢ [OpuanaHMii cTaTyc JIKapChKOTro 3ac00y — 1€ OJHUM 3aXO0J0M I MiHIMI3aIlli pU3UKIB € CTaTyC
BIJIITYCKY JIIKapChKOT0 3ac00y CcrokuBaveBi (TOOTO 3a perentom abo 6e3 perernTa).

3arazioM Taki 3aX0JIi CTAHOBIISTh MIAHOBI 3aX00U MIHIMI3aYii pU3UKIE.
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Ha nogaTtok 1m0 BHIe3a3HaYeHUX 3aX0JIB BUPOOHHUK Oe3mepepBHO 30Mpae Ta aHami3ye iH(opmaIlrito
npo HebaXkaHi SBUINA, BKIIOYAIOUM OIIHKY MEpioAMYHO OHOBIIOBaHMX 3BITiB 3 Oe3neku (PSUR),
TaKUM YUHOM, 100 3a0€3MeYMTH MOKIMBICTH HEralHOro pearyBaHHsS y pasi moTtpeou. IlomiOHI
3aX0JIM BITHOCATHCS JI0 KATETrOpii n1aHo8UX 3ax00i8 apMarKoniociyHo2o Ha2isaoy.

6.2.1. IlepeJik Ba:xkJIMBHUX PU3MKIB Ta BiICYyTHBOI iH(popmanii

BaxnuBi pusuky, mop's3aHi 3 npenapatoM HosoEirt®, ne Ti pusuku, ski moTpe6yroTh 0COOIMBUX
3aXOJiB YNpPaBIiHHS PHU3MKAMM JUIS TOAAJBIIOTO BHBUYEHHS a00 MiHIMi3alii PH3UKY 3 METOIO
3a0€31eYeHHs] MOXIIMBOCTI OE3MEYHOTO 3aCTOCYBAaHHS JIKApChKOro 3aco0y. BaxiuBi puzuku
MPUIHSTO JUIMTHA HAa BCTAHOBJICHI Ta MOTEHI[IHHI. BeTaHOBIIGHI PU3KKH — 1€ 3arPO3H, MIOJIO0 SIKUX €
JIOCTaTHBO JIOKA3iB B3a€EMO3B'A3KY i3 3aCTOCYBaHHAM Jikapchbkoro 3acoby HooEnT®. IloTenmiitni
PU3UKK — II€ 3arpo3H, 3B'SI30K SKHUX 13 3aCTOCYBAaHHSM JIIKAPCHKOTO 3ac00y HOCHUTh HMOBIpHUI
XapakTep Ha TMIJACTaBl JOCTYIMHHMX JaHWX, OJHAK HE OyB JOCTOBIPHO MOBEAEHUN 1 mOTpedye
I07aTKOBOI omiHKH. BincyTHs iHdopMmaris - ne indopMmarlis mpo 6e3nexy JIiKapchbKoro 3acody, ska
Ha CHOTOJIHILIHIN JE€Hb BIACYTHS, 1 SIKy HEOOXITHO 310paT (HampHKiIad, AaHl MPO JOBFOCTPOKOBE
3aCTOCYBAaHHS JIIKAPCHKOTO 3aco0y). Ormsn BaJIMBHUX PHU3HMKIB Ta BiACYTHOCTI iHMopMmarii s
nikapebkoro 3acoby HoBoEit® npencrasnenuii y Tabmuui 6-1.

Taboauus 6-1. [lepeJiik BaxkIMBUX PU3MKIB Ta BiICyTHBOI iH()opMalii 1151 JTiKapCcbKOro 3acody
HoBoEiit®

[lepeyik Bax/IMBUX PU3HKIB TAa BiACYTHBLOI iH(opmamii
BaxxnuBi BCTaHOBIICHI PU3UKH ® BupoGnenHs iHridiTopis
o ArnepriuHi peakiii / peakii rinep4yTianBOCTi
BaxuBi MOTEHINWHI PU3UKH e Hemae.
Bincytnst indopmarist * Hemae.

6.2.2. IlincymMKkH Ba:KJIMBUX PU3UKIB

Ornsj BaiJIMBMX PU3MKIB JUisi Jlikapchkoro 3acoby HosoEiT® maseneno y Tabmuui 6-2. Jlns
BKA3aHOTO JIIKAPCHKOTO 3acO00y HEMAa€ PU3MKIB, BIMHECEHUX JI0 KATETOpii MOTEHIIIHUX BaXJIMBUX
PH3HKIB, a TAKOXK 1HpOpMaLlii, sika O BBaXkajacs BiJICYTHBOIO.
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Taoauus 6-2. BaxjinBi BCTAHOBJIEHI pU3HKH

Bupoo6.ienns inridiropis

Jlokasu iCHyBaHHS 3B 513Ky MK PH3UKOM Ta
BHUKOPHCTAHHSM JIKapChKOTO 3aC00y

QopmyBanHs HeifTpamizyrounx aHTHTiT (iHTiOiTOpiB) Mo FVIIL € Bimommm
YCKIIAHEHHSIM Y JIIKYBaHHI TIAIi€HTIB, SIKI CTpak#aloTh Ha remodimito A. s
JIKAapChKUX 3aC00iB, JOCTYITHUX HA PHHKY, CyKYyITHA YacTOTa BUIAJIKIB BUPOOICHHS
iHTiOITOPIB (HeHWTpami3ylounx aHTHTLI) ckiagae npubmusao 30-40%, mpuaomy
nofiOHI BUMAIKH TEPEBAXHO CIIOCTEPIralOThCS Yy TMAI€HTIB, fKi paHille He
npoxoaunu JikyBands (PUP). Bumamku BupoOGneHHs iHriGiTOpiB Takox Oyim
3apeecTpoBaHi y MallieHTiB, sKi panime He npoxoaunu gikysanus (PUP), B pamkax
KJTiHIYHUX BUIPOOYBaHb TYPOKTOKOTa anb(a, ClioHCOpoBaHUX KommaHieo «Hoso
Hopaick».

®dakTopu pU3MKY Ta TPYIH PH3HKY

Pusux BUpoOIIeHHS 1HTiOITOPIB € HAMBUIMM JUISl TPYIH TAII€HTIB, SKi paHille He
MPOXOAWIIH JTIKyBaHHS. Y TPy NAIi€HTIB, Ki paHille He NMPOXOAMIN JIKyBaHHI
(PUP), pusuk BipoOGIieHHS iHTiGITOPIB csirae cBOro MmiKy y mepiii 50 [HiB JTiKyBaHHS.

Takox BifoMO AeKiJbka cnenu@ivHuX (aKToOpiB, IMOB’A3aHUX 3 OCOOIMBOCTSIMU
Mali€eHTa, fKi JOAATKOBO MiJABHINYIOTH PU3UK BHPOOJCHHS iHTIOITOpIB, B came
HasBHicTh MyTauiil y reni FVIIL, iHmi reHetnuHi GpakTtopy, BUMAAKA BUPOOICHHS
iHri6iTOpiB y CciMeifHOMy aHaMHe3i Ta eTHIYHA HaJeXHICTh. J[0 HereHeTW4HHX
(axTopiB pU3UKY MOJKHA BITHECTH XipypridHi BTpYYaHHs Ta iHTEHCHUBHY TepaIiio.

3axo/u MiHiMi3allil pU3UKIB

Inanosi 3axo0u minimizayii puzuxy:
[maHoBe iHGOpPMYBaHHS OpPO PHU3HKH: BCTaHOBIEHWH pPH3UK BHPOOICHHS
iHribitopiB mo FVIII ommcano y cympoBigHuX iHpOpMaIiiHUX Marepianax, a
came y Poznini 4.8 KopoTtkoi xapakTepucTuku Jikapcskoro 3aco0y (KXJI3) ta y

Posminmi  «[loGiuni peakmii» [HCTpYKWii i1 MEAWYHOTO 3aCTOCYBaHHS
nikapcekoro 3aco0y (IIM3JI3).
3axonau MiHiMi3allii pU3KKY, peani3oBaHi y ckiaani [Hbopmalii npo JikapchKuid

3aci0, kpiM IuraHoBoro iHGopmyBaHHsA npo pusuku: Y Posgmin 4.4. Kopotkoi

XapakTepUCTHKH Jikapchkoro 3acol0y (KXJI3) ta y Poszmimi «OcobmmBocti
3aCTOCYBaHHs» [HCTPYKIIl I MEOHYHOTO 3aCTOCYBAaHHA JIIKAPCBKOTO 3aco0y
(IIM3JI3) nomaHo peKOMEHAAIII0 HI0J0 OpraHi3aiii peTeNsHOr0 MOHITOPHHTY
[UIIXOM HaJIeKHOTO CHOCTEPEKEHHS 3a KINIHIYHUMH IPOSBaMH Ta JJab0paTOPHUX
JIOCIIiJUKEHB.

Innni 3axoam MiHiMI3Zalil pU3KMKY KpiM peanizoBaHux v ckiaani Indopmarii mpo
JiKapcekuii 3aci6: BincyTHi.

Jlooamxo6i 3ax00u MiHIMI3ayii pusuKy:
BincyTHi.

JonatkoBi 3axoau (apMaKoJIOTIYHOTO
HarLy

JlonatkoBi 3axoau (papMaKoIOTIHHOTO HArsiy: BincyTHi.

AuJteprivni peakuii / peakuii rinep4yTimMBocTi

Jlokasu icHyBaHHS 3B’ SI3Ky MK pU3UKOM Ta
BUKOPHUCTAHHAM JIIKapCHKOTO 3aCO0Y

BHyTpimrHbOBeHHE BBEICHHS OLIKIB Hece y co0i MOTEHIIHHUI PH3HUK alepridHuX
peakuiii. IMyHHI peakuii Ha G1TKOBI pemapaTH MOXYTh BiAPI3HATUCS BiJI JIETKUX JIO
TSOKKUX alIeprivyHUX peakmiid i3 Oe3mocepeHbOI0 3arpo300 ISl JKUTTS TaIlieHTa.
Jlexinpka BHIIAQAKIB aJepridyHUX peaklid / peakmid TinepuayTInBOCTI OyIio
3apeEcTPOBaHO Yy paMKax KIHIYHUX BHIPOOYBaHb TYpPOKTOKOra anb(da,
crioHcopoBaHHuX kKomnaniero «Hoso Hopuick».

®daxTopu pU3UKY Ta IPYIH PU3HUKY

Jlo rpymu mifBHIIEHOTO PU3UKY HAJIEXKATh MALi€HTH 3 aJepPridyHiMH PeaklisMH B
aHamHe3i a0o0 CBIZIOMOIO TiMEPYYTIMBICTIO 1O MAil040i PEYOBHHHU, 10 OiNIKiB
KHATAHCHKOTO XOM'sika ab0 10 TOMIOMIXKHUX PEYOBUH Yy CKJIAJl JIIKapChKOTo 3ac00y.
Pusnk aneprivHMX peakmiil / peakmiil TiHepUyTIMBOCTI TPHU MEPIIOMY BBEICHI
JIKapCHKOTO 3aC00Y € OWiKYBaHO BHIIMM HiXK IPH NOAATBIIOMY BBEJICHI.
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3axo/u MiHiIMi3allil pU3UKIB Inanosi 3axo0u miHimizayii puzuxy:

[InanoBe iHGOPMYBaHHS PO PU3MKH:_BcTaHOBIEHHI PU3NK alepridyHNX peaKIii
/ peakIiif TinepIyTIHBOCTI OMHICAHO Y CYTIPOBITHUX iHPOpPMAIIHIX MaTepiaax,
a came y Posnini 4.8 KopoTtkoi xapakTepucTuku Jikapcekoro 3aco0y (KXJI3) Ta
y Posmimi «IloGiuni peakuii» IHCTpyKmii A7 MEZMYHOTO 3aCTOCYBaHHS
nikapcbkoro 3aco0y ([IM3J13).

lNnepuyTiuBicTs 10 Ai0YO0i peyoBUHH a00 JOMOMIKHHMX PEUYOBHH Ta BigOMi
BUIIQJKK ajeprii Ha OLTOK XOM'SKa BKIIIOYCHI JO INEepeliKy IPOTHIOKa3aHb Y
Po3nini 4.3. KopoTkoi xapakTepucTHKH Jikapcekoro 3aco0y (KXJI3) Ta y Po3aini
«[Iporumokazannsy [HCTPYKIIl AT MEAMYHOTO 3aCTOCYBAaHHS JIKAPCHKOTO
3aco0y (IIM3J13).

3axoau MiHiMi3alii pU3UKy, peanizoBaHi y ckiaaii [Hdopmarii mpo mikapchkuit
3acib, kpiM ruianoBoro iH(opmyBanHs npo pusuku: Y Posgin 4.4. Kopotkoi
XapakTepUCTHKH Jikapcbkoro 3acol0y (KXJI3) ta y Posmini «OcobmamBocti
3aCTOCyBaHHs» [HCTPYKIIi /UIT MEANYHOTO 3aCTOCYBAaHHS JIIKapChKOTO 3acoly
(IAMBJI3) momano iH(opMalilo Npo MOPSAOK BHUSBICHHS pPaHHIX O3HAK
QNIEPTIYHUX peakiliil / peakuii rinepIyTiInBOCTi .

IHmmn 3axomu MiHIMIZAIl PU3MKY KPiM peani3oBaHUX y ckiaal Indopmariii mpo
JliKkapceKuit 3aci6: BigcyTHi.

Jlooamxo6i 3ax00u MiHIMi3ayii pusuxy:
BincyTHi.

JlonaTkoBi 3axo1¥ (hapMaKoJIOTiIHOTO JlonaTkoBi 3axo1u (hapMaKoJIOTiYHOTO HarsiAy: BincyTHi.
HariLy

Cxopouennsi: FVIII = paxrop VIII; IAM3JI3 = iHCTpyKUis I MEIUYHOTO 3aCTOCYBaHHS JTiKapcbkoro 3aco0y; PUP = nauienTu, ski
pasnime He mpoxoauny JikyBaHHS; rFVIII = pexom6inanTauit paxrop VIII; KXJI3 = KopoTka XapaKTepHUCTHKa JIIKApCHKOTO 3aC00Yy.

6.2.3. Iliian micasipeecTpauiiiHOro po3BUTKY
6.2.3.1. locaigskeHHs AIKi € YMOBOIO BU/a4i peecTPaliiiHOro MOCBiT4eHH JiKapChKOIo 3aco0y

JlocmimxeHHs, AKI € yMOBOIO BHJIaul PEECTPALIMHOTO TOCBIAYEHHS JIIKApChKOro 3acoly abo
0co0IMBUM 30608’ s3aHHsIM KommaHii HoBOEHT®, BiJICYTHI.

6.2.3.2. Inui nocaizkeHHs, nepeadaveHi NJIaAHOM MicJAsIpeecTPALiiHOT0 PO3BUTKY

HeoOXiaHiCTh y MOAaIBIIMX TOCHIIKEHHSX s Jikapchkoro 3acoby HopoEiT® BimcyTHs.
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