Gyvacki nigxoqu 8 mepani

EKCMEPTHA OYMKA

nauicHmie

13 gediuumom VIl hakmopa 320pmankg Kpos

Bpoa)keHi nopylweHHs 3ropTaHHA KPoBi € PigKiCHUMKM 3aXBOPIOBAHHAMM, 3 AKUMM NiKapio Maiike HIKONM He [OBOANTLCA
ctukatucs. ToMy 3ycTpiy i3 TaKuM nauieHToM, 0C06/IMBO HA NepBMHHOMY eTani MefU4HOT AONOMOrK, MOXe CTaTu
uinkoBuTolo HecnogiBaHkolo. LLlo6u nigBuwmTN 06i3HaHICTL NikapiB wWopno uwiei naronorii, komnaxia «Hoeo Hopaick»
NPOAOBXYE LMKN OHNaH-BebiHapiB, NpucBAYeHMX npobnemMaM AiarHOCTMKM Ta NiKYBaHHA PifKiCHUX NOpylIeHb CUCTEMU
reMocTa3y. Liboro pasy npo craH, nos'a3anmii i3 gediuutom Vil hakTopa 3ropraHHsa KpoBi, po3nosina ronosa Acoujiauii
remaronorie YkpaiHu, 3aBigyBauka LeHTpy reMaronorii Ta TpaHcnaanTauii Kictkosoro Mo3ky KHI KOP «KuiBcbkuii
06/1aCHMIA OHKONOTiYHMIA guCnaHcep», KaHAUAAT MeAU4HUX HayK IpuHa PagomupisHa MFapToBcbka.

Etionoria BpoaxkeHoro gediunty
VIl pakTopa

Bpomxenmit gedinut VII dpakropa (FVII) - e pin-
KiCHE ayTOCOMHO-DelleCHBHE 3aXBOPIOBaHHA, KOTpE
CYTIPOBOJI)KYETbCA MOPYIIEHHAM 3TOPTAHHSA KPOBi.
Yonmosiky Ta XiHKM XBOPIIOTb 3 OfHAKOBOIO YACTOTOI0,
OCKI/IBKM yCTIaIKyBaHHA I1i€l aTo/Iorii He OB’ A3aHe
3 X-xpomocomoro. Bpomxernit gedinur FVII BBaxa-
€TbCs OFHMM i3 HalfyacTilnX y MepeniKy piiKicHUX
BPOJ)KEHNX MOPYILIeHDb 3TOPTAaHHA KPOBi. 3a/MeXKHO
Bifi ocobrmBocTeit 3miH y reni FVII moxe Matn micrie
sk sHipkeHHs QyHkuii FVIL, Tak i ftoro ancyHKis.

Y 3B'A3KY 3 HaABHICTIO BeIUKOI Ki/bKOCTi reHeTI Y-
Hux anomanii FVII saxBoproBaHHA MOXKe MaTy ILK-
POKMIL CIIEKTp KTiHIYHUX PeHOTUIIB, AKi pisHATHCA
3a CTYIIEHeM TSDKKOCTI (Bif eri3ofiiB cepitosHoi reMo-
parii 5o 6e3cummroMHOrO mepebiry). OcobmusicTio
Bpomxeroro gedimyry FVII (Ha BinMiHy, Hanpukag,
Bif remoinii) € BincyTHiCTD 4iTKOI KOpenAuii Mix
BUPAXEHICTIO K/TIHIYHMX CUMIITOMIB i piBHEM aKTUB-
Hocti FVII 'y nnasmi.

BipmosigHo mo manux 3Biry World Federation
of Hemophilia, the Annual Global Survey of Bleeding
Disorders 3a 2012 pik, HOUIMpPeHICTb 3aXBOPIOBAHHS
B Kpainax IliBHiuHOI AMepuKy Ta EBporelicbkomy pe-
TiOHI CTAaHOBUTH Ipu6/MM3HO 1 Bumasok Ha 500 Tic. Ha-
ceneHHA. B iHImx kpaiHax 3aXBOPIOBaHICTb HIKYA, afle
Iie, HaiTiMOBIpHiIlle, [IOB3aHO 3 SIKICTIO IIATHOCTHKIL.

len FVII posramosanuit Ha 13 xpomocomi.
OckinbKy 11e ayTOCOMHO-PElieCBHA 03HAKa, Y XBO-
PUIX IPUCYTHS MyTallis B 000X Komisx rexa. Ilanientu

MOXYTb 6yTH roMo3urotaMy (fBi Korii ofHiel myTa-
11ii) 4 reTeposurotamu (10 OAHIl KOIii ABOX pi3HUX
myrariif). Ocobu, rOMOSUTOTHI 3a MyTalji€l0 3a3Ha-
YEHOTO I'eHa, MalOTh BUPaXKeHMIT (HEHOTHII 3aXBOPIO-
BAHHsI, HATOMICTb Y TeTepPO3UTOTIB IPOSIBI XBOPOOH
HesHa4Hi YM B3araji BificyTHi.

KniniyHa KapTuHa

Kniniyna kapTuna Bpomxesoro gedinury FVII
NIPAaKTUYHO He BifIpi3HAETbCA BiJj TaKoi reMopariv-
HOTO CUHZIPOMY IIPH iHIINX CTIaJIKOBUX MOPYIIEHHAX
3ropTaHH:A KPoBi. ¥ GiNMbIIOCTi BUNAZKIB Lje KPOBO-
Teui 3i cM30BUX 000IOHOK (HOCOBI KpOBOTEYi, Me-
HOparii, KpoBoTedi 3 siceH). [eMapTpo3u Ta M130Bi re-
MaTOMM TPAIUIAI0THCS HabaraTo pijlire B MOPiBHAHHI
3 iHIIMMY CTIaJIKOBMMM 3aXBOPIOBAHHAMI CUCTEMNU
3TOPTAHHSA KPOBI, HAIPUK/IA; TeMO(iTiAMIL.

IIpu cepeHbOTAXKOMY Ta IeTKOMY Hepebiry
3aXBOPIOBAHHA HallyacTille Bifl3HAYalOTbCs HOCOBI
kposoredi (38,1%), Menoparii (10,2%) i kpoBoreui
3 siceH (6,8%). Y pasi TsKKOro nepebiry nepegycim
MaloTb Miclie BHYTpiltHboYepenHi (11%) i mTyHKoBO-
Kuukosi (5,6%) KkpoBoTedi.

JiarHocTuka

Y pasi BuAB/IEHHA KPOBOTEY HE3PO3YMI/IOTO IOXO0-
IKeHH: HacaMIlepe] HeOOXiIHO BIKOHATU KOaryso-
rpadiyHmit CKpyHiHT. BiH Mae BK/TI0YaTy BUSHAYEHHS
IPOTPOMOIHOBOTO YaCy, AKTUBOBAHOTO YaCTKOBOTO
TpombornactuHoBoro yacy (A4TY), TpombinoBoro
gacy (TY) a pisus ¢ibpunoreny. s gedinury FVII

CKopoqua iHCprKL\iH ANA MeAUYHOrOo 3aCTOCYBaHHA

nikapcbKoro 3acoby HosoCeseH® (NovoSeven®)***

Peectpaujiie nocsiguenHs No UA/5178/01/04, Ne UA/5178/01/05.

Hakas MinicTepcTsa oxopoHu 3a0pos’a Ykpainu Ne 1225 sia 10.11.2016

Cknad: ditoya pevosuHa: eptacog alfa (activated) (rFVIIa); 1 ¢pnakoH micTuts 2 mr
(100 KMO) abo 5 mr (250 KMO) entakory anbda (akTusoBaHoro); domomixmHi
PeYosuUHU: HATPilO XNOPUA; KaibLilo XN0pWUA, AWriApaT; MILMATAILMH; nonicop-
6ar 80; MeTiOHiH; caxapo3a; MaHiT (E421). Micna PO34MHEHHS MPOAYKT MICTUTL
1 mr/mn entakory anbda 0) nicna sip| 3 po: Pos-
YMHHUK: FICTUAVMH, BOAA ANA iH eKLi. JlikapcbKa popma. Mopoluok niodinizosaHuit
ANA NPUrOTYBaHHA PO3YUHY ANA iH'eKUii. OCHOBHI hi3uKo-XimivHi éaacmugocmi:
niodini3oBaHuit nopolwok 6inoro konbopy. dapmakoTepanesTUuHa rpyna. flemocta-
TU4Hi 3ac06W. DakTOpK 3ropTaHHA KpoBi. Kog ATX BO2B DO8. MokasaHHs. /likysaHHs

HoBoCeBeH®-

LUBUOKUIMA KOHTPOSb KPOBOTEY
3i cnpuaTnueuM nNpodinem 6e3nekn’

Mo6iuni peakyii. Po3nadu 3 6oky Kposi ma nimgpamuyHoi cucmemu. Po3nadu
3 BOKY WAYHKOBO-KUWKOB020 MPaKmy. 3a2anbHi po3nadu ma cmak micys ese-
deHHA. Po3nadu 3 6oky imyHHoi cucmemu. /labopamopHi docaioxeHHa. Po3nadu
3 6oky Hepaoeoi cucmemu. Po3nadu 3 60Ky wKipu ma MidwKipHOT MKaHUHU. Po3-
n1a0u 3 60Ky cyOuHHOI cucmemu.

Tepmin npudamHocmi. 3 poku. YmoBy 36epiraHHa. 36epiratit B HeAOCTYNHOMY
AR AiTeid, 3axuLeHomy Big, CBITAa micui, npu Temnepatypi He sue 25 °C. He 3a-
MOPOXYBaTH.

Kareropis Bignycky. 3a peuentom.

Bupo6HuK/3ansHuK. A/T Hoso Hopaick/ Novo Nordisk A/S.

[Aarta ocTaHHboro nepernagy: 17.02.2020.

KpoBoTeM i ix IpodinakTHKa Npu XipypriYHUX BTY: 260 npy iHWKX i
npoLeaypax y NaLieHTIB 3 TaKMMU 3aXBOPIOBAHHAMM: YPOZKeHa remodinis 3 pisHem
iHriGitopie daktopis koaryaauji VIl a6o IX > 5 BU (oauHuui Betesaa); ypoaeHa
binia 3 p i€to Ha dakropis VIII abo IX 8 aHamHesi;
HabyTa remodinia; ypogkeruit aediuut VIl paktopa; TpombacteHia [aHumaHa 3 aH-
TuTinamu go GP lib-llla i/a6o HLA i pesuc ictio a0 i

patypa: 1. IHCTPYKLiA ANA MeAUYHOrO 3aCTOCYBaHHA Aikapcbkoro 3acoby Hoso-
CeseH® (NovoSeven®). 2. Huth-Kuhne A. et al. Haematologica 2009;94(4):566-575.
3. Collins P, et al. BMC Res Notes 2010;3:161. 4.Hedner U. Blood Rev 2015;29(51):54-S8.

*Hoso Hopaick
**HogoCeBeH — enTakor anbda

UKR.NS.02.12.2020

Y MUHYNOMy a60 Y AaHuit yac. lpomunokasanHa. NiBUILLIEHA YYTANBICTb A0 aKTUB-
Hoi peyoBiHM aBo A0 Byab-AKOT AONOMIXKHOI PEHOBIMHM, @ TaKOXK A0 Binkis MuLen,
Xom'skiB abo Kopis. Croci6 3acmocysanHa ma do3u. JlikyBaHHA CAig, PO3NOYMHATU
nig HarnsA0M Nikaps, AKMiA Mae A0CBiA NikyBaHHs remodinii Ta/abo KposoTey.

*

***|hd M0AGHO CKOPOYEHO. ByAb-nacka, 03HAHOMTECA 3 NOBHOK IHCTPYKLiED
ANA MeAMYHOTO 3aCTOCYBAHHA NiKapCbKoro 3acoby nepw Hix 3acTocosysatv abo npu-
3Hayath npenapar. M i ia npi ANA cneuianictis
OXOPOHY 3/0POB'S, @ TaKOX ANA Ha KOH( X, C cemiHapax
3 MeANYHOI TEMaTUKK

* %k

XapaKTepHIM € 30i/IblIeHHA TPOTPOMOiHOBOTO Yacy,
Topi sIK iHii mokasuuky (AYTY, TY i piBers GibpyHo-
TeHy) 3a/IMIIAI0ThCA B MeXXaX HOPMAIbHUX 3HAUeHb.

Y nopansimomy Ans Bepudikalii HasBHOCTI fe-
dinury FVII BUKOHYIOTH KiNbKiCHUIT METOJ| BU3HA-
yeHHA akTuBHOCTI FVII i3 BukopucranuaM creni-
QJIbHUX JiarHOCTUYHNUX HabOpiB.

NlikyBaHHA

Meroo Teparii € 3ynmiHKa KpoBoTeyi Ta 3amobi-
TaHHA IOBTOPHUM KpOBOTedaM. [l 3yIMHKY KPOBO-
Teui peKOMEH/IYEThCA TPOBOAUTY 3aMiCHY Teparliio,
CIIpAMOBaHY Ha Kopekuito gedinnty FVIL [l nporo
MO>XHa BHKOPICTOBYBATH PEKOMOIHAHTHIIT aKTUBO-
Banuit FVII, mnasmosuit FVII, koHLeHTpaT mpoTpoM-
6iHOBOrO KOMIUIEKCY. [0/0BHOM BifMiHHICTIO IIMX
Ipemaparis € ixHiit 1podins Gesmexn.

Tax, miKyBaHHS peKOMOIHAHTHUM aKTHBOBaHIUM
FVII xapakTepusyeTbcs HUSbKIM PU3UKOM POSBUTKY
TPOM603iB i HM3bKOK MOXK/IMBICTIO yTBOPEHH iHTi-
6itopis o VII daxropa. [Tnasmosuit FVII y Hamiit
KpaiHi He 3apeeCTpOBaHMIL

KoHIeHTpaT IpoTPOMOIHOBOTO KOMIIIEKCY MIiCTHUTD
Kinbka (paKTOpiB 3TOPTaHHsA, TOMY IPY JIOT0 BUKOPIC-
TaHHI PU3MKI TIePefj03yBaHH:I Ta POBUTKY TPOMOOTIY-
HIX YCK/TafIHEHb OCUTD BUCOK. OCKiNbKY 1jeit mpemapar
BUTOTOB/IAAETHCA 3 MOZICHKOI [I/Ta3MM, iCHYE TAKOX PUSUK
Iepeayi reMOTPaHCMICHBHIX BIpyCHUX iHGeKIiiL.

Orxe, 3Ba)Kal0YM HA CIiBBiJHOLIEHHA «KOPUCTD/
6esIIeKa», JOLIbHO BUKOPJMCTOBYBATH caMe peKoMOi-
HaHTHUI akTuBoBaHmit FVIIL. Leit mpenmapat BBaxa-
€ThCA Ha ChOTOLHI ONTMMAIbHIAM 3aCO00M 3aMicHOI
Tepanii i1 TKyBaHH:A Ta IPOodiTaKTUKI KPOBOTEY,
3ymoBneHux fedinurom FVIL

3amMicHa Teparis peKOMOIHAHTHIM aKTUBOBAHIM
FVII noxasaHa /s 3yIMHKM KPOBOTeY i iX mpodi-
JIAKTUKM B TIAL[i€HTIB, AKMM TINIAHYETbCA BUKOHAHHA
XipyprivHOro BTpy4yaHHs: ab0 iHBa3MBHOI IPOLIEAYPH.
BignmoBifiHO 10 iHCTPYKIil 3 MEAMYHOIO 3aCTOCY-
BaHHA npemapary HosoCesen®, fiooya pedoBuHa —
pexombinanTHuit FVII akTuBoBanuit, mpu gedinuti
FVII pexomenznoBaHa f03a CTaHOBUTD 15-30 MKI/KT
KOXXHi 4-6 TO[VH 710 IOBHOI 3yIIMHKM KPOBOTEYi.

Jlo3y Ta 4acTOTy iH'€KIiifHOrO BBEJEHHS A/ KOXK-
HOTO TallieHTa HeoOXifHO MiGMpaTH iHANBIAYaTbHO.
Hanpuknap, y pasi cunbHOI KpoBOTeYi Hepuli Kitbka
7103 IpenapaTy MOXXHA BBOAMUTH 3 IIPOMiXKKOM 2 I0-
JIVHY 3 TIOffa/IbIIVIM 301IbIEHHAM iHTepBaTy O 4 FofMH
IO OCATHEHH FeMOCTATUYHOTO e(eKTy.

I3 mpodinakTUYHOO MeTO0 peKOMOiHAHTHMIL
axtuBoBaHuit FVII BBogATh o moyarky oneparuii.
MoXyTb 3HaTOOUTHCA 11 TOBTOPHI BBEIEHH B Iic/IA-
onepariiitHoMy nepiogi.

besneka nikyBaHHA
peKkoM6iHaHTHMM aKkTuBoBaHuMm FVII
Y 1999 poti focTifHUIBKOI0 IPYIO0 6YB CTBO-
PpeHuit Mi>XHApOLTHMIT peecTp BPOAKEHOTro fediuTy
FVII - IF7. Y 2004 pori y MexKax 1{bOro IpOEKTY 610
posnouaro HoBuii peectp — STER, y stxmit 5o 2012 poky
6yno BifibpaHo 626 manieHTiB. MeTa CTBOpeHHs
peectpy STER monsarana y ¢apmakonorivnomy

I.P. FapToBCbKa

MOHITOPMHTY BYUKOPUCTAHHS PeKOMOIHAHTHOTO aKTH-
BosaHoro FVII y narienris i3 Bpomxernm fedinyurom
FVII. byno BuBYeHO 1 omycaHo NiKyBajbHI MigX0AM
Ta iXHA e)eKTUBHICTb IPU KPOBOTEUAX, ONEPATUBHIX
BTPYYaHHAX, IPOQITAKTUYHUX pU3HadeHHAX. OKpiM
TOT0, OL{HIOB/II HASIBHICTb Ta/ab0 CHHTe3 IHTIOy 04X
arTutin go FVII Ta/abo TpOMOOTUYHNX YCK/Ia/fHEHD,
CIPUYMHEHNX IPOBEJICHOI0 TePATIIE0.

Y pasi BUKOPUCTaHHS peKOMOIHAHTHOTO aKTHBO-
BaHoro FVII npu BukoHaHHi Xipypriynux omnepauii
Kposoredi Oymu BifcyTHi B 38 i3 41 Brpyyanua. Yci
TPU BUIAJKNM KPOBOTed GY/IM IOBsI3aHi 3 BUKOHAH-
HAM BeIMKIX OIepalifl y MalieHTiB TpaBMaTO/NOriy-
Horo npodinto. [IBi KpoBoTeyi Ma/Iu Miclie B OZHOTO
J1 TOTO X Malji€eHTa 3 03HaKaM KPOBOTeY B aHAMHesi
Ta TSOKKUM fedinurom FVIL Tperiit Bumagok kpoBo-
Tedi pO3BUHYBCA B MallieHTa 3 JIeTKUM fiediutoM
FVII i HasBHicTIO KpOBOTEY B aHAMHe3i.

BBefieHH 1 Ma/uX 103 peKOMOIHAHTHOTO AKTHBOBA-
Horo FVII 6y710 ebeKTHBHUM i He CYIIPOBOMKYBAIOCS
PO3BUTKOM TPOMO603iB.

EdexTuBHicTb i 6e3nexy pekoMOIHAHTHOTO aKTH-
BoBaHoro FVII oninoBanu Takox y xofi 29 Manmux
OINepaTUBHUX BTPYYaHb Ji iHBasSUBHUX TIPOLEAYP.
IIpy Manux omepaTMBHMUX BTPYYaHHAX He BUHUKIIO
JKOZFHOI KpOBOTeY], a HeCIpUATINBA HOAis (MosiBa iH-
ribiTOpPHIUX AHTUTIT i3 MAKCHMATBHIM THTPOM 28 071.)
MaJia MicIie JIMIIe B OTHOMY BUIIAAKY.

Y 6inpInocTi naiieHTiB A4 3yNUMHKY MicnA0Ie-
patiifHoi KpoBOTeui JOCTATHBO 0Y/I0 OFHOPA30BOTO
BBEJIeHH: peKOMOiHaHTHOTO akTyBOBaHoro FVIL

Orxe, 32 8 pokiB ciocTepe)xeHHs 3i 163 Bumaskis
3aCTOCYBAaHHS peKOMOiHAHTHOTO aKTHBOBaHOro FVII
Y PeXUMi «Ha BUMOTY», @ TAKOX J0r0 IpoinakTy-
HOTO BUKOPMCTAHHA IPU BUKOHAHHI Xipyprivnmux
BTPYYaHb Jf iHBa3MBHUX NIPOLEAYP OY/I0 BUABICHO
TinbKM 3 BUMAZKM TPOMOO3y Ta 2 BUNAAKU YTBO-
penHs inribitopunx antutin go FVIL

IHWi reMocTaTUYHi NnpenapaTu

Kpim cnenndivHoi reMocTaTi4HOI Ta 3aMicHOI
Teparii, B TiKyBaHHI malieHTiB i3 gedinurom FVII
MO>XHa BMKOPUCTOBYBATH JIOAATKOBI TiKapchKi 3a-
CO0M — TPaHEKCaMOBY KICTIOTY, €CTPOIeH/TIporecTe-
poH, dibpuHOBMIT KIIeit.

AHTHIOPUHOMITUK TpaHeKcaMoBa KMUCIOTA TOKa-
3aHa J/I1 KOPOTKOCTPOKOBOTO BUKOPUCTAHHS 3a Ha-
ABHOCTI KpOBOTeYi 4l pU3NKy KpoBoTeui. Bona Moxe
3aCTOCOBYBATHCS IIPY TSKKIX ITiCTIATIONOTOBIX KPOBO-
Tedax, a TAKOXK MOXKe 6y 11 eheKTUBHOIO B pasi KpOBOTEY
31 C/IM30BYX OOO/IOHOK U1 OTIEPATHBHIX BTPY4aHb Ha Op-
raHaX poToBoi MOPOXHMHM. [ 3amobiranus xipyp-
TriYHMM 260 aKyIIepCbKUM KPOBOTEYaM TPaHEKCaMoBa
KMCTTOTa Ma€e Gy T Ipu3HaYeHa He MisHilie HiX 3a 2 ro-
TVHY JI0 OTIeparkii 4u mosoriB A7 JOCATHEHHS MiKOBMX
3Ha4eHb Y I/IA3Mi I1iJf YaC IPOBE/IeHH A MaHiIy AL,

TopMoHanbHY Tepalilo AOLiNbHO 3aCTOCOBYBATHI
B XKIHOK i3 TAXKMMM PeUANBYIOYMMI MaTKOBIMI
KPOBOTeYaMI1, @ TAKOX i3 METOI0 3MeHIIeHH MEHCT-
PyanbHMX KPOBOTEY.

DibpuHOBUIT K1eit Moxe 6YTU edeKTUBHUI AT
3abe3MedeHHs MiCIIeBOTO TeMOCTasy.

OOBIOKA «3Y»

Ha yKpaiHcbKoMy GapMaLeBTUYHOMY PUHKY PEKOMBIHaHTHUI akTBoBaHwWIA FVII npencTaBneHuit
npenapaToM HoBoCeBeH®, AKWIM Ha CbOrOAHI BBAXKAETLCA 3aC060M ANA NiKyBaHHA KPOBOTEY
i IX NpodiNaKTUKKM NPy XipyprivyHMX BTPYYaHHAX abo iHWKX iHBA3MBHUX NMpoLleaypax y nauieHTiB

i3 TaKUMK 3aXBOpPIOBAHHAMU:

e ypopeHa reModinia 3 pisHeM iHribiTopie Ao daxTopis Koarynauii Vil abo IX >5 BU;
® yporKeHa reModinia 3 BUpameHolo peakLieio Ha BBeaeHHA ¢pakTopis VIl abo IX B aHaMHesi;

e HabyTa reModinis;
o ypoaeHu gediumt VIl pakTopa;

o TpoMbacTeHis MMaHuMaHa 3 aHTuTinamu ao GP llb-llla Ta/abo HLA i1 pesucTeHTHICTIO A0 nepe-
JIMBaHHA TPOMBOLIMTIB Y MUHYIOMY YW HaTenep.

Midzomysas B’a4ecnas Kunumuyk
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