PE3IOME IUTIAHY YIIPABJIIHHA PU3NKAMU JIIKAPCBKOI'O 3ACOBY

®EHFA, nopowiok ma posuunnux ons posuuny ois ingyszii, 100 O/mn; (Human Plasma
Fraction with FVIII Inhibitor Bypassing Activity) — eepcis 13.0

JUIs PO3MIIIEHHS Ha caiiTi [lepkaBHOTO eKcriepTHOro LeHTpy MiHicTepcTBa OXOPOHU 30POB’ st
VYkpainu

JOBIZIKOBA [HOOPMAILIIA

KXJI3 — kopoTka XxapaKTepUCTHKa JIIKapChKOTO 3ac00y.
JIB — nucTok-BKIIAIKA.

Pozmin 4.3 KXJI3 BigmoBigae po3ainy «[IpoTumokazanHs» iHCTPYKWii A MeAMYHOTO
3acTOCyBaHHs JiKapcbkoro 3aco0y @EMBA.

Pozgin 4.4 KXJI3 Bianosinae po3niny «OcoOIMBOCTI 3aCTOCYBAaHHS IHCTPYKIIII Ui METUIHOTO
3acTOoCyBaHHs JiKapcbkoro 3aco0y ®ENBA.

Poznin 4.5 KXJI3 Bianosigae po3ainy «B3aeMois 3 IHITMMHE JIKapCHbKUMU 3ac00aMU Ta 1HIII BUIH
B33a€MOJIii1» IHCTPYKIIT V1T MEIMYHOTO 3aCTOCYBaHHS Jlikapcbkoro 3acooy ®EVBA

Poznin 4.8 KXJI3 Binnosinae po3ainy «[loGivni peakiii» iIHCTPYKIIi [II METUYIHOTO 3aCTOCYBaHHS
nikapcbkoro 3aco0y ®ENBA.

Po3nin 4.9 KXJI3 Bignosinae po3ainy «IlepeaozyBaHHsD IHCTPYKIIT U1 MEAMYHOTO 3aCTOCYBaHHS
nikapcbkoro 3aco0y @ENBA.

Ilosnuii nepenix nokazamv Hageoeno 6 po30ini «llokazanuay iHcmMpyKYii Onsl MeOUYHO2o
3acmocy8ans aikapcoko2o 3acoby OEUBA.



YACTHHA VI: PE3IOME IUVIAHY YIIPABJIIHHA PUSUKAMMU

Pestome miany ynpasiinas pusukavu s ®PEABA (6i0k mia3vMu JTI0IMHY 3 aKTHBHICTIO,
1o aie B o0xix inriditopis ¢axropa koarynsuii kposi oaunu VIII)

Ile xopoTKuii onuc mnany ynpapiinas pusukamu (ITYP) mis ®EWUBA. ITYP petansHo omucye
BasxkuBi pusnkn ®ENBA, sk 1i pU3HKH MOXKYTh 6yTH MiHIMi30BaHO, MOXIIMBICTb iX MOHITOPHHTY,
Ta K GyJe oTpuMaHO Ginblre iH(pOpPMALi PO PU3MKY Ta BiACYTHBOI inpopmanii mono OENBA
(BimcyTHICTB 1H(DOpMAaITii).

KopoTka XapakTepucThKa Jikapchkoro 3aco0y ®EMBA Ta IMCTOK-BKIAAKa HAJae MEIHUHHM
MpaIrliBHUKaM 1 TalliEHTaM BKJIMBY 1H(OpMaIIi0 TIPO Te, SK CIIiJ BUKOPUCTOBYBATH JIIKAPChKUN
3aci6 ®EMBA.

Hogi BaxxiuBi nmpo6siemMu abo 3MiHH JI0 TOTOYHUX OyJie BKIFOYEHO B OHOBJIeHHs [TYP ®ENBA.

I Jlikapcbkuii 3a¢i0 i 1y1 40ro BiH BUKOPHCTOBY€ThCS

Jlikapchkuit 3aci6 ®EMBA mnoka3annii U1 KOHTPOIIO Ta NPOQIIAKTHKN KPOBOTEY y MAI[i€HTIB i3
remo(iniero A (Bpo/pkeHoro Ta HaOyTor0) Ta remodiiieto B (MOBHI moka3aHHS UB. B IHCTPYKIIT
JUIE MEAMYHOTO 3aCTOCYBaHHS JIIKapChbKoro 3acoly). BiH MicTUTh OUTOK TUIa3MU JIIOIWHHU 3
aKTUBHICTIO, 110 i€ B 00xix iHribiTopiB (akTopa koaryssmii kposi monuuau VIII gk nirouy
PEYOBHHY Ta BBOJAUTHCS] BHYTPIIIIHOBEHHO.

JonatkoBy iH(pOpMAaILiI0 TIPO OIIHKY mepeBar Jikapcbkoro 3aco0y @EMBA moxxHa 3HaATH B
KOPOTKii XapaKTepUCTHIII JIIKapChKOro 3aco0y.

II. Pusukn, noB’si3aHi 3 JiKapcbKUM 3ac000M Ta 3axogaMu 3 MiHiMi3amii 200 moaajbmol
XapaKTepPUCTUKHU PU3HMKIB

Hwxue HaBeneHi BaxMBl pU3UKH Jikapcbkoro 3acody ®EMBA pa3zom 13 3axomamMu 111010
MiHIMI3alil TaKUX PHU3UKIB, a TAaKOX 3alpOINOHOBAHMUMH JIOCIIHKEHHSIMH [UJIS OTPUMAaHHS
JI0IaTKOBOT 1H(pOpMAaIIii PO pU3KKH JliKapchkoro 3aco0y ®EMBA.

3axoau 3 MiHIMI3allii BUSBIICHUX s JiKapchkoro 3acody ®ENBA pu3ukiB BKIIIOYAIOTh:

e KonkperHa iH¢popMallis, Taka sIK MOMEPEKEHHs, 3aMo0DKHI 3aX0u Ta MOpagd LI0A0
npaBuiIbHOTO BUuKkopuctanus, y KXJI3 ta JIB, siki mpu3HaueH1 Jyisl MAIll€HTIB Ta METUYHUX
MpalliBHUKIB;

e BaxnuBi pekoMeH/1allii Ha MapKyBaHH1 YIIaKOBKH JIIKAPCHKOT0 3ac00Y;

e Jlo3BosIeHUH pO3MIp YMAKOBKH — KUIBKICTh JIIKAPCHKOTO 3ac00y B YNAKOBIII OOMPAETHCS
TaKUM YMHOM, 11100 3a0€3MeYnTH IpaBUIbHE 3aCTOCYBAHHS JIIKAPCHKOTO 3ac00y;

e VYMOBHM BIAMYCKY JIIKAPCHKOTO 3aco0y — II€ CIOCiO, SIKUM JIIKapChKUH 3aci0 HagaeTbCes
MaIieHTOoBI (HAPUKIIAI, 3a perentToM abo 6e3 HbOTo), 1 11e MOXKe IOOMOI'TH MiHIMI3yBaTH
PHU3UKH, TIOB’s13aH1 3 10r0 3aCTOCYBaHHSM.

Pa3oM 111 3aX0/111 CTaHOBIISITH PYTHHHI 3aX0/IU 3 MiHIMI3allli pU3UKIB.

Kpim mux 3axofiB, MOCTIHHO 3IIHCHIOETHCS 30ip Ta PEryJIsapHO aHAMI3YEThCs 1H(OpMAIliS Mpo
HeOakaHi peakilii, BKIIOYAlOUM OI[IHKY PeryJsipHO OHOBIIOBaHOTO 3BiTy 3 Oe3neku (PO3b) mis
nikapcbkoro 3aco0y ®ENBA, 1106 3a He0O0X1JHOCTI HEraifHO BXKHUTH 3aXO/IIB.



I1I.A IlepeJik BaxJIUBUX PU3UKIB Ta BiICYTHBOI iHpopMmamii

BaxuBi pu3nKu — 1€ pU3BHKH, 10 TOTPEOYIOThH CIIEIialIbHUX 3aXO/iB 3 YIPABIIHHS PH3UKAMH 3
METOI0 TOJANBIIOr0 BHBUEHHS a0o0 MiHIMI3alil pU3MKY, Ui OE€3MeYHOro 3aCTOCYBAaHHS
JKapChKOTO 3ac00Yy.

BaxnuBi pu3uku MOXyTh OyTH pO3IiHEHI, K ineHTH(iKoBaHl abo moTeHuiiHi. [nenTudikoBani
PU3UKH — IIe MpOOJIEMH, ISl SIKUX HAasBHI JIOCTaTHI JOKa3W iX 3B’s3KYy 13 3aCTOCYBaHHSIM
nikapcbkoro 3aco6y ®EUBA.

[ToTeHIiliHI PU3UKK — II€ TPOOJIEMH, JUIS SIKUX 3B 30K 13 3aCTOCYBAHHSM JIAHOTO JIIKAPCHKOTO
3ac00y € MOKJIMBUM Ha OCHOBI HasIBHUX JIaHUX, OJTHAK IIEH 3B’SI30K IIIE HE € JOBEJICHUM 1 TOTpedye
[MOJAJIBIIO] OI[IHKU.

Bincytns indopmaris — e indopmariist 3 6e3neku JiKapcbKoro 3aco0y, sika Hapa3i He BUBYCHA 1
Ky MOTPiOHO 310paTu (HApHUKJIIa, TOBrOTPUBAIMN MTPUHOM JIIKAPCHKOTO 3aC00Y).

Cnucok Ba/JIMBHX PU3MKIB Ta BiACyTHHOI iH(popMmanii

Baxxnusi TpoMOoTHYHI Ta TPOMOOEMOOJTIUHI SBHUIIA (BKIIOYAIOUN
i1eHTU(IKOBaHI PHU3UKH | CHHIIPOM JMCEMIHOBAHOTO BHYTPIIIHBOCYTMHHOTO
3ropranHs Kposi ([IB3- cunapom), indapkT miokapna,
BEHO3HHI TpoM003, JlereHeBa eMO0Iis Ta iHCYIIBT)

BaxxmBi noteHmiiHi Tpom6otnuna mikpoanrionaris (TMA) 3 ogHOYacCHHM
PH3HKH 3aCTOCYBaHHSIM eMiln3ymaly

Crnmcok BaxJIMBHX PU3HMKIB Ta BiICYyTHBOI iH(popMamii

BincyTHs iHpopMmartis Komuoi

I1.B Pe3iome Ba/JIMBUX PU3HKIB

TpomOGoTH4Hi Ta TPOMOOEMOOTiYHI SIBUIA (BKJIIOYAIOYN CHHAPOM JHCEMiHOBAHOTO
BHYTPIlIHBOCYAHHHOI0 3ropTanHs Kposi (IB3- cunapom), ingpapkr miokapaa,
BEHO3HMI TPOMOO03, JiereHeBa eM00.1isi Ta iHCYJIbT)

Joxasu 3B’a3ky pu3uky 3| TpomOoTHYHI Ta TPOMOOEMOOJIYHI SBUIIIA € BITOMUMU
JKapChbKUM 3ac000M YCKJIaIHEHHSIMU TPU 3aCTOCYBaHHI JIIKAPCHKOTO 3ac00y
®EWBA i 6ynu nomiueHi B HOCTMApPKETHHIOBHX YMOBAX.
Pusuk migBUIIYyEThCS IPH 3aCTOCYBaHHI BUCOKHX 103
aikapcbkoro 3aco0y @EIBA.

®daxTopu pu3mKy i rpymnu | [lamieHTH, SKi 0JHOYACHO 3aCTOCOBYIOTH OJIMH a00 JEKiIbKa
pHU3HUKY IHIIMX JIKapChKUX 3aC001B, L0 MIJO3PIOIOTHCS Y
CIPUYMHEHHI MOOIYHMX peakiiil (HanpuKiaz,
pexombinanTHUM akTuBOBaHUM pakrop VII (rFVIla),
TpaHeKcaMOBa KUCIIOTA, 1HIII penapaTy KpoBi a0o JiKapchKi
3aco0M 3 TPOMOOT€HHUM MOTEHIIATIOM).




BBaxaeThcs, 1110 pO3BUTOK 1HTI0ITOPIB Y MAIIEHTIB 13
Ha0YyTOI0 TeMOQUITIEI0 € HACIIKOM OCHOBHUX 3aXBOPIOBaHb.
Bimomo, 110 neski 3 MEIUYHUX CTaHIB, OB’ A3aHUX 13
PO3BUTKOM iHTi0ITOPIB, ACOLIIOIOTHCS 3 TiABUIICHUM
pusukoM TpoM603y. [TocaigoBHe a00 KOMOIHOBaHE JTIKYBaHHS
KpPOBOTEY SIK Ipu HaOyTii reMo(ifii, Tak i Mpu BPOHKEHIN
reModiIii 3a HaIBHOCTI 1HT101TOPIB, IMOBIPHO, ITiIBHIILYE
PU3HUK TPOMOOTHYHUX YCKJIaIHEHb.

CymyTHi naToJorii Ta GakTopu PU3MKY, 10 3yMOBIIOIOThH
CXHJIBHICTB 10 TPOMOO031B, HATPHUKIIA, JIITHIN BIK, TAXKKA
TpaBMa, apTepialibHa TINePTeH31s, IYKPOBUH JTia0eT Ta
iMMOOiTi3aIisl.

Takox Oyso BusBiIeHO, 0 JIB3-cuHapom, IHCYIIBT,
BEHO3HMI TpoM003, TpoMO0eMOo0ITist JIereHeBoi apTepii Ta
1H(hapKT MioKkapa BUHUKAIH MiCTs 3aCTOCYBAaHHS 103U, 110
MEPEBUIIYBATIA PCKOMECHIOBAaHY MaKCHMAaJIbHY JT0OOBY 1103y,
Ta / a00 TPUBAJIOTO MPHIHOMY.

3axoau 3 MiHiMizaril PyTunHi 3ax011 1010 MiHiMi3anii pu3HuKIiB:
pU3UKIB Po3minmu KXJI3:

4.3 «IIpoTunokazaHHs»

4.4 «OcobmMBOCTI 3aCTOCYBAHHS»

4.8 «ITo6iuHi peakiin»

4.9 «IlepenozyBaHHs»

JonarTkoBi 3axoau moa0 MiHiMi3anii pu3nKiB:
KoxgHoro.

BaxauBuii noreHuiiiHuii pusuk : TpoMooTHYHA MikpoaHrionatisa (TMA) npu
0JTHOYACHOMY 3aCTOCYBaHHIi eMinn3yma0y

Jokasu 3B’ 3Ky pusuky 3| [Ipo TMA He noBigoMisiiocs B JOCTIIKEHHAX JTIKapChKOTO
JTKapCbKUM 3aCO00M 3ac06y ®EMBA, CroHCOPOBAaHHX KOMITAHI€O.

[Tpo TMA mnoBigomIsanIocs B OAHOMY JOCIiKEHHI
eminm3ymaby, e nikapchkuii 3aci6 ®EMBA Gys uacTHHOO
CXEMHU JIIKyBaHHS MPOPUBHOT KPOBOTEYI.

®axTopu pu3MKy 1 rpyn | [Ipu ogHOYacHOMY 3aCTOCYBaHHI eMILIU3yMaly.
PU3UKY

3axou 3 MiHIMi3awii PyTunHi 3ax0a1 moa0 MinimMizanii pu3ukis :

PHU3UKIB Poz i KXJI3:

4.4 «OcobauBOCTI 3aCTOCYBAHHS

4.5 «B3aemoid 3 IHIIUMHU JIIKAPCHKUMHU 3ac00aMHM Ta 1HIII
BUJIM B3a€MOJTIN»

JoaaTkoBi 3axoau moa0 MiHiMi3auii pu3uKiB:
XKoHoro.

IInan po3BuTKYy micis peecrpauii

I1.C.1 JocninzkeHHs1, 0 € YMOBOIO UISl PEECTPALiHHOI0 MOCBiTYeHHS
Hemae nocmimkenb, fAKI € yMOBaMH PEECTPAIliHHOTO TIOCBIAYEHHS a00 KOHKPETHHUMH
3000B’s13aHHAMH JiKapchkoro 3acooy @ENBA.

I1.C.2 Tnwi gocainzkeHHs1, 3a1JIAHOBAHI B MicJasipeecTpaniiHoMy nepioai
Jmns mikapewkoro 3aco0y @EMBA nocmimkeHHsT He BUMararoThCsl.



