Pestome [1nmany ynpaBiiHHS pU3HKaMHU 11 TPOMAICHKOCTI
IMYHAT C/[] (bakrop koaryssiuii kposi moaunu VIlI/pakrop Binneopanna) — Bepceis 1.1

PE3IOME IIVIAHY YIIPABJIIHHSA PUBUKAMMU IJISA TPOMAJCBKOCTI
JJISA JIIKAPCHKOI0 3ac00y
IMYHAT (¢akrop koaryJsiuii kposi oaunu VIII/paxrop Bisuteopanaa) — Bepcin 1.1

Ile xopotkmii onuc miany ynpapmiaHS pusukamu (ITYP) mos IMYHAT. IIVP neransHO omucye
BaxiuBi pu3ukud IMYHAT, MoxIuBicTh X MOHITOPUHTY, Ta K Oyae oTpuMaHo Oinbiie iHpopmarii
PO PU3HMKH Ta BIACYTHHOI iHPopMarii mogo IMYHAT.

[HCTpYKIisS 1 MEAMYHOTrO 3acTOCyBaHHs Jikapchbkoro 3aco0y IMYHAT Hamae meaumyHuM
IpaliBHUKAM 1 MalieHTaM BaXJIMBY 1H(POpMAaLio Ipo Te, sk ciig BukopuctoByBatn IMYHAT.

Hogi BaxknuBi mpobiaemu ab0 3MiHU 10 TOTOYHUX Oyze BKIt0YeHO B oHOBIeHHA [IYP IMYHAT.

l. Jlikapcekuii 3aci0 Ta MeTa HOTo 3aCTOCYBaHHS

IMYHAT cxBanenuii ans teparii Ta mpodi1aKTHKK KPOBOTEY y MAIEHTIB 3 reModinieto A (BpoakeHa
HenoctaTtHicTh (akropa VIII [FVII], remodinis A 3 inriditopom FVIII, HabyTa HenocratHicTs FVIII
BHACJIIJIOK CIOHTaHHOTO po3BUTKY i1HTiOiTOopiB FVIII) 1 xBopob6oto Binnebpanna (XB) 3 gedinurom
FVIII (moBHy in¢opmariro mpo mmoka3aHHsS OUB. B I[HCTPYKmii [UIs MEAMYHOTO 3aCTOCYBAaHHS
JiKapchKOro 3aco0y). Bin MicTuTh nroachbkuil koarynaniauii axtop VIII sk akTHBHY peyoBHHY Ta
BUKOPUCTOBYETHCSI BHYTPIITHHOBEHHO.

1. Pusuku, moB's3aHi 3 JTiKapchbKUM 3aco00M, 3aXOJM 3 MiHIMI3allii PU3UKIB Ta MOAAIBIIOT
XapaKTePUCTHKHU PU3HKIB

BaxxnuBi pu3MKM JiKapchbKoro 3aco0y pa3oM 13 3axoJaMH 100 MiHIMI3alii TakuX pPU3HMKIB Ta
3aMpONOHOBAaHMMH JIOCIIPKEHHS, 110 JOMOMOXYTh JI3HATUCS OUIbLIE MPO PU3MKH, TOB’S3aHI 3
IMYHAT, naBeneHi HIDKUE.

3axoau 3 minimizaii BusisneHux g IMYHAT pusukiB BKITIOYAIOTh:

e [udopmariro, HaNpHUKIA] MONEPEKEHH, 3aI00KHI 3aX0AM Ta MOPAAX 11010 NMPaBHIBHOTO
BUKOPUCTAHHS B IHCTPYKIIII JJIsI MEAMYHOTO 3aCTOCYBAHHS JIIKApCHKOTO 3ac00y ajpecoBaHi
narieHTam i MeMYHUM TPalliBHUKAM;

e BaxuiuBi nopaau Ha MapKyBaHH1 YIaKOBKH JIIKapChKOT'0 3ac00y;

e Po3Mmip ynakoBKH, HaIPUKJIAA: KUIbKICTh TaOJETOK B YNAaKOBII BUOPaHO TaKUM YMHOM, 11100
rapaHTyBaTH, 110 JIKU OyAyTh BUKOPUCTaHI IPaBWIbHO;

e [IpaBoBwuii craryc JIKapchbKOTro 3ac00y — KaTeropis BIITYCKY JIIKAPChKOTO 3ac00y MaIlieHTy
(Hampukiaz, 3 abo 0e3 perenTa) Moxxe JOMOMOITH MiHIMI3yBaTH HOTO PU3UKH.

i 3ax0a1 pa3oM CTaHOBIATH PYTUHHI 3aX0/IU 3 MiHIMi3allii pU3HKIB.

Kpim 1mux 3axofiB, MOCTiiiHO 3aiiicHIOETBCS 30ip Ta PEryJsIpHO aHaNi3yeThCcs 1HQOpMALs PO
HeOakaHl peakilii, BKIIOYAIOYM OI[IHKY PEryJIsIpHO OHOBIOBaHOro 3BiTy 3 Oesneku (PO3b) mns
IMVYHAT, 11100 3a He00XiJHOCTI HEralHO BIKUTH 3aX0iB.

i 3ax011 CTAaHOBIATH PYTUHHY JiSUIBHICTD 3 (papMaKOHArJIsy.



Skmo BaxnuBa iH(OpMaIlisa, MO MOXe BIUIMHYTH Ha Oe3nevyHe BukopucTaHHs IMYHAT me
HEJIOCTYIHA, BOHA BKJIIOUEHA, SIK TpobiiemMa 3 0e3neKu, B po3 i «BiacyTHs iHpopMmartish HIKYE.

II.A Tlepenik Ba)XTUBUX PU3HKIB Ta BICYTHBOI iHPOpMALii

BaxuBi pu3MKH — L€ pU3UKH, IO TOTPEOYIOTh CIEMiaIbHUX 3aXOMIB 3 YIPABIIHHA PU3UKAMU 3
METOI0 TOJIAJIBIIIOT0 BUBYCHHS a00 MiHIMI3allii pU3UKY, IJis O€3MEYHOr0 3aCTOCYBaHHS JIIKAPCHKOTO
3aco0y. BaxmuBi pusukun MOXyTh OyTH po3IiHEHi, sK ineHTH(]ikoBaHI a00 MOTEHIiHHI.
InenTudikoBani puU3MKH — 1€ NpoOJeMH, IS SKUX HasBHI JOCTAaTHI JOKa3W iX 3B S3Ky 13
3aCTOCYBaHHSIM Jlikapchbkoro 3aco0y IMYHAT. [ToTeHiiiHi pu3nKH — 1€ IPOOIeMHU, IS SIKUX 3B’ SI30K
13 3aCTOCYBaHHSM JIAHOTO JTIKAPCHKOTO 3ac00y € MOMJIMBUM Ha OCHOBI HASIBHHUX JTAHHMX, OJHAK I
3B’SI30K III€ HE € JIOBEACHHUM 1 TOTpeOye MoAabIoi omiHku. BincyTas iHpopmaiist — e inpopmarris 3
Oe3reku JIKapchbKoro 3acoly, sKa Hapa3l HE BHUBYEHA 1 SKy MOTpiOHO 3i0paTu (Hampukiai,
JOBTOTPUBAIIUH MPUHOM JIIKAPCHKOTO 3ac00Y).

[Nepenik BayKIMBHUX PU3UKIB Ta BiACYTHBOI iH(poOpMarii

Baxnusi inenTugikoBani | YTBopeHHs iHridiTopa dakropa VIII i pakropa Bimnebpanna
pU3AKH [TigBuIeHa 9y TIAUBICTH

Baxxnusi norentiiiai pmsuku | Ilepemaya indekuiiHuX areHTiB

TpomOGoeMOoiuHi sIBUINA Y TAII€HTIB i3 XBopoOoro Bimnebpanga
I'emomni3

BincyrHicTs edexty

BigcyTHs iHpopMartis BincyTHICTh MaHUX MO0 TS BIKOM J10 6 POKIB

BincyTHICTh JaHUX y BariTHUX 1 TOyFOUUX KIHOK

I1.B pe3rome BaxXIIUBUX PU3MKIB

BaxxuBuii inentudikoBanuil pusuk: YTBopeHHs iHridoiropa dakxropa VIII i paxkropa Binnebpanaa

Hoka3u 3B's13ky pusuky 3 | [lorounuii [1035 i rnoGanbHa 6a3a 1aHux O0e3MeKu KOMITaHii
JTiKaMu

@®aktopu pusuky Ta rpynu | Cepen MauieHTIB, sKI paHille He JIKyBalucs, (aKkTOpu PUBHKY
PHU3UKY po3ButKy iHrioitopis FVIII BkItovatoTh HacTymnHe:

- TspkkicTh remModinii;

- Tun myTartii, 110 BUKIUKAE reMo]iito;

- PacoBa, eTHiYHA PUHATEKHICTB;

- [uri6iTopu B ciMeliHOMy aHaMHe3i;

- Bik (Ta Bik Ha MOMEHT 3aMiCcHOI Teparlii nepimuM GakTopom);
- 'eHoTHIT TEHKOIIMTAPHOTO AaHTUTEHY JIIO/IMHH;

- [Tamientu 3 Tunom 3 XB M0OXyTh pO3BUHYTH iHT10iTOpH (pakTOpa
Binmne6panna. Lleit pu3uk B OCHOBHOMY CTOCY€ETHCS TAIIEHTIB 13
yCIIaIKOBaHOK XB.

3axoau 3 MiHIMI3alii pu3uky | PyTuHHI 3aX0/11 3 MiHiIMi3allii pU3HUKIB:




[HCTpYKIiS 71T MEIUYHOTO 3aCTOCYBAaHHS JIIKAPCHKOTO 3acoly,
Po3minu  «Crmoci6 3actocyBaHHs Ta J03M», «OcoOmMBOCTI
3actocyBaHHs» Ta «IloG1uH1 peakiiin;

JlonaTkoBi 3aX0QM 3 MiHIMI3aIli pU3HKIB:

Koxanoro

BaxxnuBuii inenTudikoBannii pusuk: [ligBuieHa 9yTauBiCTh

Jloka3u 3B'SI3KY pPHU3UKY 3
JiKaMu

IToroununii I[1O3F6 i rnodanbHa 6a3a qaHux Oe3MEeKd KOMOAHIT

@dakTopu PHU3MKY Ta TPynu
PUBHKY

[TamieHTH 3 BiIOMOIO TINEPUYYTIMBICTIO JIO JIFOACHKOTO aIb0yMiHYy,
OLTKOBUX MPOJIYKTIB JUIsl BHYTPIIIHBOBEHHOTO BBEJICHHS.

3axo/u 3 MiHIMI3aLii pU3HKY

PyTunHI 3ax01u 3 MiHIMI3allil PU3UKIB:

[HCTpYKINiS A7t MEIUYHOTO 3aCTOCYBaHHS JIIKapCHKOTO 3aco0y,
Po3ninmu «IIpotunokazanns», «OcoONMBOCTI 3aCTOCYBaHHS» Ta
«ITo6i4uHI peakiiin;

JloaTKoBI 3aX0M 3 MiHIMi3alll PU3HUKIB:

Konauoro

Baxxnusi norenmiini pusuku: [lepenada iHpeKiitHUX areHTiB

Jloka3u 3B'SI3KY pPHU3UKY 3
JiKaMu

[Torounuit 11036 # iHCTPYKIisl UIsI MEIUYHOTO 3aCTOCYBaHHS
JKapChKOTO 3ac00y

®dakTopu PHU3MKY Ta TPyNu
pHUBHUKY

[TapBoBipyc mroauau B19 (B19V) Haiibinbm cepiio3HO Bpaxkae
BariTHUX JKIHOK, OCi0 3 ociabieHuM iMmyHIiTeTOM abo ocib i3
MIJIBUIIICHUM €PUTPOITOE30M (HAIIPHUKJIIA], TEMOJITHYHA aHEMis ).

3axonu 3 MiHIMI3aLil pU3HKY

PyruHHI 3ax0aM 3 MiHIMI3aIil PU3KKIB:

[HCTpYKIIiS A7 MEIWYHOTO 3aCTOCYBaHHS JIIKApChKOTO 3aco0y,
Poznin «OcoOauBOCTI 3aCTOCYBaHHS»;

JlomaTkoBi 3aX0u 3 MiHIMI3a1li PU3HKIB:

Konauoro

BaxxnuBi noreHuiini pusuku: TpomOoeMOoIiuHI SBUIIA y NAIIEHTIB 13 XBOpoOoto Binnebpanna

Joka3u 3B'SI3Ky pUBHKY 3
JIKaMH

IMoroununii I103b

Jxepeno nmiteparypu: Mannucci PM, Chediak J, Hanna W, et al.
JocimigHunbka — rpyna  Anbsganar.  JlikyBaHHS ~— xBOopoOu
Bimebpanna BucokounctuMm  Qaxkropom  VIII/kKoHIEHTpaToMm
daktopa  BumeOpanga:  NpocHeKTUBHE  0araTolleHTPOBE
nocmimkenns. Kpos. 2002;99:450 6.

@dakTopu pU3MKY Ta IpyIu
PHU3UKY

[TapBoBipyc mroauau B19 (B19V) Haiibinbm cepito3HO Bpaxkae
BariTHUX JKIHOK, OCi0 3 ocmabimeHuM iMyHITETOM abo oci0 i3
MiBUIIICHUM EPUTPOIIOE30M (HAMIPUKIIAI, TEMOITUYHA aHEMis).

3axo/u 3 MiHIMI3aLii pU3HKY

PyruHHI 3ax014 3 MiHIMI3alLil PU3HUKIB:

[HCTpYKIIisS A7 MEIUYHOTO 3aCTOCYBaHHS JIIKApCHKOTO 3aco0y,
Poznin «OcobauBocTi 3actocyBanHus» i «llepemo3zyBanss»;

JlomaTkoBi 3aX0mu 3 MiHIMI3aIli PU3HKIB:




JKonnoro

BaxxnuBi moreHuiiHi puzuku: ['emorni3

Jloka3u 3B'SI3KY pPHU3UKY 3
JiKaMu

[HCTpYKIIisSt I MEIUYHOTO 3aCTOCYBaHHS JIIKapCHKOTO 3aco0y,
MeIuYHa JITepaTrypa, OCHOBHA iHdopmarliss npo Oe3mneky, 1o
HAJIeXKITh KOMIaHIT

@akTopu pU3MKY Ta IPYNH
PHU3UKY

[TamienTtu 3 rpynamu kposi A, B abo AB.

3axoau 3 MiHIMI3allii pU3HKY

PyruHHI 3ax014 3 MiHIMI3amii pU3HUKIB:

[HCTpYKIig UIS MEJUYHOTO 3aCTOCYBaHHS JIIKApChKOro 3aco0y,
Posmin  «[loGiuni  peakmii»,  «[loGiuni  peakuii» i
«[lepeno3yBanus»;

JlonaTkoBi 3aX0QM 3 MiHIMI3aIll pU3HKIB:

Koxanoro

BaxnuBi noreHniitii pusuku: BincyTHicTs edexty

Jloka3u 3B'SI3Ky pHU3UKY 3
JKamMu

Kniniyanit ommc ¥ IHCTpyKUis [UIs MEIMYHOTO 3aCTOCYBaHHS
JKapChKOTO 3ac00y

@akTOopu pU3HMKY Ta TIPYNH
PHU3UKY

[TamienTy 3 BUCOKUM piBHEM iHTiOiTOpY dakTopa VIII Ta BUcOKMM
piBHeM iHTri0iTOpY dakTopa BimneGpana

3axo/u 3 MiHIMI3aMii pU3HKY

PyTunHI 3ax0a1 3 MiHIMI3allil PU3UKIB:

[HCTpYKIIisT [T MEIUYHOTO 3aCTOCYBaHHS JIIKApCHKOTO 3aco0y,
Poznin «Cmoci6 3actocyBanHs Ta A03uw» Ta «OcoOiuBOCTI
3aCTOCYBaHHS»;

JlomaTkoBi 3aX0u 3 MiHIMI3aIli PU3HKIB:

Konauoro

Biacytas indopmaris: BincyTHICTh JaHUX MIOAO JITEH BIKOM J10 6 POKIB

3axonu 3 MiHIMI3aLil pU3HKY

PyruHHI 3ax0aM 3 MiHIMI3aIil PU3KKIB:

[HCTpYyKIIiS 711 MEIUYHOTO 3aCTOCYBAHHS JIIKAPCHKOTO 3acoly,
Po3ain «Oco6nmBocTi 3acTocyBaHHs (3aCTOCYBaHHS y AITEN)»;

JlonaTkoBi 3aX0M 3 MiHIMI3allli pU3HKIB:

Koxanoro

BincyTtHs inpopmanis: BincyTHICTh JaHUX y BariTHUX 1 TOJIyIOUUX KIHOK

3axo/u 3 MiHIMI3aLii pU3HKY

PyruHHI 3ax014 3 MiHIMI3aLil PU3HUKIB:

[HCTpYKITiS A7 MEIUYHOTO 3aCTOCYBaHHs JIIKapChKOTO 3aco0y,
Po3nin «OcobmuBocTi 3actocyBaHHs (3acTOCYBaHHS Y TeEpiof
BariTHOCTI Ta TOYyBaHHS TPY/IIIO)»;

JlonaTkoBi 3aX04M 3 MiHIMI3allli pU3HKIB:

Koxanoro

I1.C I1nan micnsipeecTpaliiiHoro po3BUTKY




I1.C.1 HocnimkeHHs, Kl € yMOBaMU OTPUMAaHHS PEECTPAIIMHOTO ITOCB1TUEHHS

Hemae nocinizpkeHb, siKi € YMOBOO ISl OTPUMAaHHSI PEECTPALIHOTO MOCBITYEHHSI 200 KOHKPETHUM
000B’s13K0M JtiKapchkoro 3acody IMYHAT.

I1.C.2 IHmi gocnipKeHHs y IaHi MicasIpeecTpaliiHOro pO3BUTKY

s mikapcewpkoro 3aco0y IMYHAT nocunimkeHHs He TOTPiOHI.



