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IHAMBIgyanisoBaHUN NiAgXiA
y CydyacHOMY JliKyBaHHi remodinii A

A.P. Xuyb

Pepakuin xypHany «YKpaiHCbKUI MeANYHNIA Yaconue»

15 »0BTHs 2020 p. BigbyBCA MegnuHUiA TenemicT YkpaiHa — Monbla Ha Temy «[lepcoHanizoBaHuii Nigxia B CyyacHOMy nikKyBaHHi remodi-
nii A», cnikepamu Akoro BUCTYnuAy OnekcaHapa CTaculvH, JOKTOP MeMYHUX HAyK, MPOBIAHWIA HAYKOBWI CMiBPOGITHUK Y «IHCTUTYT
natosorii KpoBi Ta TpaHcPy3inHOT MeanLMHY HauioHanbHOT akagemii MeanuHmx Hayk (HAMH) Ykpainn» (Jlbeis, YKkpaiHa), KatepuHa Binb-
YyeBCbKa, KaHAMAAT MeAnYHNX HayK, 3aBigyBay LleHTpy naTtonorii remoctasy HauioHanbHoi autayoi cnevianizosaHoi nikapHi MO3 YkpaiHu
«OxmaTanT», 3aBigyBauy Bigainy rematonorii 1Y «l[HCTUTYT HeBiKnagHoI Ta BigHOBMOBanbHOI Xipyprii imeHi B.K. l'ycaka HAMH YkpaiHu» (Kuis,
YKpaiHa), Ta Tomaw Ypacinbcki (Tomasz Urasinski), npodecop kapenpw negiatpii, oHkorematosnorii Ta ractpoeHteponorii lomopcbkoro

MefunyHoro yHisepcutety y LeumHi (Monbuya).

Mepwunn cnikep 3axogy KatepuHa
BinbueBcbKa BMCTYNUna 3 fonoBsigaio
«BaxknuBicTb iHAMBIgyanizoBaHoro nia-
xofly B NiKyBaHHi AiTein 3 remodiniero
A». Temodinia — cnagkose X-3yenneHe
3aXBOPIOBaHHA CUCTEMU reMOCTasy, Lo
XapaKTepr3yEeTbCA 3HUMKEHHAM abo Mo-
PYLWEHHAM CUHTe3y paKTopiB 3ropTaH-
HAa kposi (O3K): VIII (FVIII) npu remodinii
\Y ny A, IX (FIX) — B. KniHiuHo remodinia

NPOABNAETLCA CMOHTAHHVMW TPUBANN-
—/  Mun KpoBOTeUaMu y M'A31 Ta Cyrnobu.
OCHOBHMI NPUHLMN NlIKyBaHHA XBOPUX Ha remodinito — ajekBat-
Ha 3aMicHa remocTaTMyHa Tepania KoHueHTpatamm ®3K, Tak 3BaHa
dakTopHa Tepania. OgHaK, He3Ba)kalouy Ha CyTTEBI JOCATHEHHA Y Ji-
KyBaHHi nauieHTiB i3 remodinieto, i Aoci 3anmwaeTbca npobnemHUMm
NMUTaHHA PO3BUTKY YCKNaHEeHb, MOB'A3aHNIX i3 NiKyBaHHAM. Tak, dak-
TOpHa Tepania CynpoBOAXYETbCA PU3VKOM PO3BUTKY iHribiTOpHOI
dopmu remodinii [1].

TAaXKicTb KNniHiuHOro nepebiry remodinii 3anexuTb Big cTyneHa
HeoCTaTHOCTI KoarynauiiHoi akTuBHocTi ®3K. 3anexHo Bif KNiHiy-
HVX NposBiB remodinii, il KnacnikyoTb Ha Tpy popmu: nerky, cepes-
HbOI TAXKKOCTI Ta TAXKY (Tabn. 1) [2]. HaaBHi aaHi ceiguath, WO i3 3a-
ranbHOI KiflbKOCTi NaLjieHTIB 3 remoodinieto 4o 85% — i3 remodinieto
A, 3 AKux 60-70% MatoTb TAXKKY dopmy. Taxka dopma remodinii cy-
NPOBOMAXYETHCA CMOHTAHHUMMN CUNIbHUMUN KPOBOTEYaMU Y Cyrnobu
Ta M'A3K. HaBiTb 0AgHa KpoBOTeUYa Moxe OyTi NoB'A3aHa i3 pU3NKoM
ana xutTa. Tak, faHi nitepatypu csigyatb, WO NpY OAHOPA30BOMY
iHTpPaKpaHianbHOMY KPOBOBWAMBI PU3WNK NETalbHOrO KiHUA CTa-
HoBUTb 20% [3]. Y cTpyKTypi remopariyHux npossiB npu remodinii
HayacTilMM € remapTpo3, AKNI 3anycKae Kackag bionoriuHnx pe-
aKLjiN, WO MOXYTb NPU3BECTN JO PO3BUTKY NPOrpecyoyoi AecTpyK-
uii cyrnoba Ta B pe3ynbtati — o gedopmytoyoi apTponarii. KniHiy-
Hi JaHi CBigyaThb, WO HaBiTb HE3HAYHa KiNbKiCTb KPOBOTEY B OAVH i
TOV CaMUii Cyrno6 Moxe BNIMBATK Ha YPaXXeHHA OMOPHO-PYXOBOro
anaparty 3 pPO3BUTKOM HE3BOPOTHUX MPOrpecylounx CTPYKTYPHUX
3MiH y cyrnob6i [4]. Y pocnigxeHHi M.B. Funk Ta cnisaBTopis (2002)
Ha npuknagi 15 nauyieHTiB i3 remodinielo NPoOAEMOHCTPOBAHO, WO
KinbKiCTb CyrnoboBrx KpOBOTeY HanpAMy MOB'A3aHa 3 YpaKeHHAM
cyrno6is. Tak, 3—4 remapTpo3n Ha pik 3HaYHO MOTiPLYOTb AKICTb
XKUTTA piTelt 3 reModinieto Ta MOXyTb CPUYNHITI PaHHIO iHBaNian-
3auito. Mpwy LboMy AKICTb XUTTA NaLEHTIB i3 remodinielo, Wo He Ma-
I0Tb >KOAHOT KPOBOTEYi MPOTArOM POKY, NPaKTMYHO BiAMNOBIAAE TaKil
y nauienTis 6e3 remodinii [5].

BignosigHo 3 MeTolo 3anobiraHHA PO3BUTKY KPOBOTEY Yy nalli-
€HTIB i3 remodinielo nokasaHa npoodinakTnyHa Tepanis, WO Xapak-
TepU3yETbCA BBEAEHHAM NpenapatiB «3a3ganerigb» (tabsn. 2). Icto-
pia BNpoBagKeHHA NpodinakTMyHoi Tepanii 4O KNiHIYHOT NPaKTUKN
NiKyBaHHA NaLieHTIB i3 TAXKo dopmoto remodinii nounHae cBin
BiANik 3 1976 p., konn y LUBewii Bneplue 3acTtocoBaHo e nigxig.
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131990 p. npodinakTnyHa Tepania BNpoBaaMXeHa AK Tepanis nepLuoi
NiHIT giTen 3 TAXKKo dpopmoto remodinii, a 3 noyatky 2000-x pokis
npodinakTMyHy Tepanito novyanu BNPOBaAXKyBaTU i ANA NikyBaHHA
Lopocnvx nauienTis [6, 7]. CborogHi npodinaktnyHa Tepanis — 3a-
rafibHOBM3HaHWI CTaHAAPT NiKyBaHHA AiTeN i3 TAXKO Gopmoto re-
modinii. ina onTumisauii pe3ynbraTiB NiKyBaHHA Naui€HTIB i3 remo-
dini€to 0CHOBHO MeToto Tepanii MOBMHHO 6y Tu:

+ 3anobiraHHA KpoBOTEYaM i PO3BUTKY XPOHIUHOI apTponarii Ta

60/1bOBOMY CUHAPOMY;

+ MOKpaLleHHA AKOCTI KUTTS;

« 3HVKEeHHA JOBroCTPOKOBUX COLliaNnbHMX 3aTparT.

Byab-AaKy npo¢inakTuKy, Wo po3noyanaca Micna MHOXUHHUX
KpoBOTeu, HeobXiJHO PO3rNAAaTY AK BTOPUHHY. [podinakTnuHa Te-
panifa CyTTEBO MOKpPaLLy€e AOBFOCTPOKOBUIN KAiHIYHNIA MPOrHO3 Mno-
PIBHAHO 3 NliKyBaHHAM «3a BMMOroio». Pe3ynbTaTvi NpoCneKTUBHO-
ro BiAKPWUTOro pPaHAOMI30BaHOrO KOHTPOJIbOBAHOMO LOCHiAKEHHS
SPINART npopemoHCTpyBasu, Wo BTOPUHHA NPOdiNaKkTKa 3HWKYE
YacToTy remapTposiB Ha 93% MNOPIBHAHO 3 NiKyBaHHAM «3a MNo-
Tpeboto» [8]. BignosigHO [0 CyyacHWX pekomeHAaui 6e3neky Te-
panii cnig ouiHoBaTK 3a pe3ynbTaTamy TPUBANMX CMOCTEPeXeHb

Tabnuua 1 CryneHi TaxkocTi remodinii 3anexxHo Bif aktrBHocTi 3K
Knacuikauia remodinii 3a crynenem TaxKocti
Crynikb  AKTUBHiCTb -
. Kniniuna kaptuna
TAXKKOCTI  daKTopa
TaxKKuin <1% CMOHTaHHi KpoBOTEYi, NepeBaXHO B Cyrnobu i M'asn
CepeaHbo- 150 MoxnuBi CNOHTaHHi KpoBoTeY
o —=J/ . . . N
TAKKII CunbHa KpoBOTeYa MY TPABMi Y XIpypriyHOMY BTPyYaHHi
. CunbHa KpoBOTEYa NPU Cepil03Hili TPaBMi Ui XipypriyHom
Jlerkuit >5-<40% P pacep P 2 y

BTPYYaHHi

Tabnuusa 2 Bupn npodinaktnyHoi Tepanii

MpoginakTnyxa Tepanis

Bup
. Xapaktepucruka
npoginakTuku
MepBuHHa « 3anobiraHHA po3BUTKY apTponaTiil abo KPOBOTEY, L0 3arPOXKYIOTb XMTTIO;

.

MOYMHAETBCA 10 PO3BUTKY ByAb-AKOTO YLLKOMKEHHA CYrNoba,
110 2-piyHoro Biky Ta xoua 61 10 2-To eni3oay KpoBoOTEYi

BropuHHa

3HIKEHHA YaCTOTV KPOBOTEY Y Cyro6u-MilLieHi, NporpecyBaHA
apTponaTiil Ta KPOBOTeY, LU0 3arPOXKYIOTb XUTTIO;

PO3MOYMHAETLCA MICNA NOYATKOBOrO YLUKOZKEHHA Cyro6a un cepito3Hol
KpoBoTeyi

Tpetunxa « Tpu3ynuHeHHa KNiHiYHUX CUMNTOMIB apTponaTii Ta 3ano6iraHHs iHWUM
YCKNaZHERHAM;

MOYNHAETLCA B OPOCTIOMY Billi ANA 3an06iraHHA KpoBoTeyam,

LLI0 3arpO3YHTb XUTTIO, Ta Al 3MeHLLIEHHA NPOrPecyBaHHA BXe HafABHOI
apTponarii
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y peanbHiil KNiHiYHiI NpakTyLi, TOAI AK OLiHKY edeKTUBHOCTI peKko-
MEHZI0BaHO MPOBOAUTU 3a TaKMMU NMOKa3HMKaMU:

« piyHa KinbKicTb KpoBOTeY Ha 1 MauieHTa;

« piyHa KinbKicTb reMapTpo3iB Ha 1 NauieHTa;

« YacTKa MaLi€HTIB i3 PiYHOIO KiNbKiCTI0 KpoBOTEY <1.
®akTopw, WO BMAVBAOTb Ha BMOIp TepaneBTUYHOrO Nigxoay:

« 6a3oBui piBeHb akTBHOCTI O3K;

« dpeHoTMN KpoBOTEYi;

+ PO3yMiHHA MauieHTOM/6aTbKamMn OUTUHU 3 remodini€lo 3Hauy-
LLOCTi perynsapHoro flikyBaHHA Ta FOTOBHOCTI BUKOHYBaTW peKo-
MeHAaLii nikaps;

+ MOX/MBICTb NaLieHTa/6aTbKiB AUTUHM 3 reModini€lo HaBUNTUCA
TexHili BBefjleHHA npenapaTy O3K;

+ HanasHicTb npenapaty ®3Ky focTaTHii KinbKoCTi.

[lnA 3axucTy Bif KpOBOTEY BCiM MNaLieHTam i3 remoodinieto peko-
MeHJ0BaHe MpU3HayeHHA 3amicHOI NpodinakTMyHOI Tepanii npena-
patom O3K. Takuid Nigxip CyTTEBO NOKPALUTb JOBFOCTPOKOBUI Kli-
HiYHMIN MPOrHO3 MOPIBHAHO 3 NliKyBaHHAM «3a BMIMOTOIO».

Mepesaru npodinakTMyHoI Tepanii:

+ 3HWKEeHHA YacTOTM KPOBOTEY i BUHWKHEHHA apTponariii nopis-
HAHO 3 NliKyBaHHAM «3a BMIMOrOI0»;

+ 3HWXKeHHA NoTpebu y rocnitanisauii Ta opToneanYHKX Xipypriy-
HUX BTPYYaHHAX, NOMIMWeHHA BiABiAyBaHHA WKonu i poboTty,
CTUMYNIOBAHHA YCMIWHOCTI N [OCATHEHb JAa€ MOX/MBICTb MO-
BHOLIIHHO 6paTy yyacTb y npodeciiHin AianbHOCTI Ta BignounH-
KY.

MpodinakTnyHa Tepanis He nule AO3BOMAE 3HAYHO 3HUXKYBa-
TI YaCTOTY KPOBOTEY i 3anobirae apTponarii, ane 1 NigBuLLye AKICTb
KUTTA | NOKpaLuye couianisayito nauieHTis. IHanBigyanizoBaHa npo-
dinakTKa cnpuse NiABULLEHHIO NPUXMAbHOCTI NaLlieHTa Ao Tepanil,
[03BONUTb KOHTPONIOBaTU GapMaKoKIHETUYHI NapameTpu, 30Kpema
nepioau, konu akTnBHICTb M3K 3HUKY€eTbCA <1, @ TAKOX NPOBOANUTYA
bapmaKkoKiHETUYHO 0BI'PYHTOBAHY KopekKLito Tepanii. Takum YnHOM,
BcecBiTHA opraHizaLis oxopoHu 300poB’s, BcecBiTHA dpepepalyin re-
Mooinii i (World Federation of Hemophilia — WFH) Ta HauioHanbHi
opraHisauii 6araTbox KpaiH CxBanuim npu3HayeHHA paHHbOI Npodi-
NaKTMYHOI Tepanii AK CTaHAAPT NiKyBaHHA AiTen i3 TAXKKO popmMoto
remodinii Ta peKoMeHAYTb MPOJOBXKEHHA NPOodiNakTMUYHOT Tepanii
y gopocnomy Biui [9].

Mpodecop Tomaw YpaciHbcki BUCTY-
nue 3 gonosigato «MpakTnUyHi acnektn
3aCTOCyBaHHA  iHAMBIAyanizoBaHOro
nigxoay B NiKyBaHHI XJIONYUKIB i3 TAX-
koto remodiniero A B lMNonbLi». AK BXe
3a3Hauuna y cBin gonosigi K. Binbues-
CbKa, 3a CTyMNeHeM TAXKOCTi remodinito
NPUNHATO KnacudikyBaTh Ha nerky, ce-
PeAHbOT TAXKKOCTI Ta TAXKY. Jlerka pop-
Ma remodinii xapakTepunsyeTbCa akTuB-
l 1 HicTio FVIIl y mexax 5-50%. BignosigHo
o | ¥ HopmanbHUM BBaXaloTb piBeHb reMoc-
Ta3y, Ae akTuBHicTb ®3K ctaHoBUTL 50-150% [10]. Y Monbuwi npodi-
NaKTMYHY Tepanito nauieHTiB i3 remodinieio A po3novanu y 2008 p.,
i CbOrofAHi KNiHiuHi pe3ynbraTi NPodinakTMKM CBigYaTh Ha KOPUCTb
perynapHoro BBefeHHA KoHueHTpatiB FVIII y posi 25-40 Op./kr
Macu Tina 3 pasu Ha TvxgeHb. Kpim Toro, npo Bnive npodinaktu-
KM Ha 3HUXKEHHA YacTOTX KpOBOTeY CBigYaTh i Mi>KHapoaHi ToBapu-
ctBa. Tak, y ocTaHHix pekomeHpaauiax WFH 2020 p. 3a3HaueHo, Wwo
perynAapHe BBeAEHHA remMoCTaTUYHWUX MpenapaTtiB 3 MeToK 3arno-
GiraHHA KpoOBOTEYaM Yy Niofein 3 remodinieto JO3BONAE iM BECTU aK-
TUBHUIA CNOCI6 XNTTA 3 HOPMaNbHOIO AKICTIO XUTTA, 3iCTaBHOIO 3 Ta-
Koto B 0Ci6 6e3 remooinii. Ha kopuctb epekTUBHOCTI NPodinakTKM
BKa3yloTb pe3yfbTaTvi MiXXHapOAHUX JOCNiAXeHb. TakK, y paHAOoMI30-
BaHOMY KniHiYyHOMY pgocnigxeHHi A. Gringeri Ta cniBasTopis (2011)
nigTeepaxeHa eGeKTUBHICTL NpodinakTMYHOI Tepanii y 3anobiraHHi
KpoBOTeYaMm i apTponaTiam y aitel i3 remodinielo, 30kpema y pasi
MaHidecTauii 3aXBOpoOBaHHA B paHHbOMY AUTUHCTBI [11].
3aranbHONPUIHATUM BapiaHTOM MPOQINaKTUUYHOrO NiKyBaHHA
€ BBefieHHA npenaparty FVIII B gosi 20-40 Op./kr 3-4 pa3un Ha TVX-
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[leHb, OAHAK Lie He 3aBXau 3abe3neyye HaneXHWI KNiHIYHWN edeKT.
Lle noB'A3aHo 3 TUM, WO ABOX OLHAKOBUX MALIiEHTIB He OYBaE i KOX-
HUIM Naui€eHT Ma€ HW3KY iHAMBIAYaNbHNX XapaKTePUCTUK, BKIIOY-
HO 3 BiKOM, CMOCOOOM >KWTTsI, Macoto Tina, GeHOTUNOM KpoBOTeUi,
piBHEM }i3NUHOI aKTUBHOCTI, YpaXKeHHAM Cyrno6is, NPUXUIbHICTIO
o Tepanii Ta iHAMBIAYanbHOW $apMaKOKIHETUYHOWO BiAMOBIAA
Ha BBefileHHA FVIII. Takum ymHOM, yci nauieHTn 3 remodiniero no-
TpebytoTb onTMMmiauii NpodinakTMYHOI Tepanii, OCKINbKN OAHAKO-
Be fo3yBaHHA npenapatis O3K BignosigHoO Ao mMacu Tina 3a3Buyait
HeedeKTVBHe ANA GinbIOCTi NauieHTiB. Y LboMy pa3i JOUiNbHUM €
3aCTOCYBaHHA iHAMBIAYyanizoBaHOro niaxony Ao NpodinakTnyHoi Te-
panii, AKNiA BKNIOYa€E Taki BUMOTN AN1A KOXKHOrO OKPEeMOro navjieHTa:

+ Mepiog XutTs;

+ piBeHb Gi3NYHOT aKTUBHOCTI;

« ¢peHoTun (YacToTa i TMN) KPoBOTEYi;

+ dapmakokiHeTnka O3K [12].

DapmaKkoKiHeTKa — po3Ain papMaKkonorii, Wo BUBYAE LUNAXU
HaOXOMXKEHHA npenapaTy B opraHiam, noro abcopbuito, posnogin,
MeTaboniam, KnipeHc. BusHaueHHs dapmakokiHeTnkn O3K fo3so-
nse 3'AcyBaTy, AKi 3MiHW aKTUBHOCTI ¢aKTopa, NOB'A3aHi 3 Yacom,
BigOyBaloTbcA MicnA MOro BHYTPIlIHbOBEHHOrO BBeAeHHA. TobTo
dapmakokiHeTrka O3K nonarae y npoBefeHHi OLiHKM 3a Tak/Mu
NoKasHVKamu, K Nepioa HaniBBMBEAEHHA, MNOLWa Nif KPMBOIO, Kii-
peHc i BigHoBNeHHA akTuBHocTi ®3K. Bigomo, o npn BHYTPILLHbO-
BeHHOMY BBefieHHi FVIII 1 Of./Kr npnBoanuTb A0 NiABULLEHHA aKTWB-
HocTi FVIIl'y cupoBaTui KpoBi Ha 2%, BignosigHo BBeaeHHA 40 Op./Kr
FVIIl npussene fo nigsuieHHA akTneHOCTi FVIII y cupoBaTui Kposi
o 80% — nikoBa aKTMBHICTb pakTopa (HopmasnbHa akTuBHICTb FVIII
50-150%) [13]. Mig nNikoBOK AaKTUBHICTIO PpaKTopa PO3yMiloTb MO-
MEHT, Konn $paKTop AOCATAE CBOEI HANBULLOT akTUBHOCTI — TaK 3Ba-
HOI NiKoBOI KOHLeHTpaLii. [licna neBHoro nepiofy akTBHICTb dak-
Topa 6yae 3HMKeHa Ha 50% Bif NMOYATKOBOro 0OCAry; Lel nepiog,
Ma€ Ha3By nepiog Hanispo3snagy. [lani KoHUeHTpaLia gpakTopa y cn-
poBaTLi KpoBi 6yze NOCTYNOBO 3HMXKYBATUCA | [OCATHE MiHIManbHOT
(puc. 1). HopmanbHuMm BBaXatoTb piBeHb akTuBHOCTI O3K 50-150%,
BiNOBIAHO BBeAeHHA KoHueHTpaTy O3K npuBoautb JO KOHBEPCIT
remodinii B HopMasnbHWIA remocTas. Tak, Npu NiKoBI KOHLeHTpaLii
FVIIl HafABHWIA HOPManbHUI remocTas, Aasni — 3i 3HVKEHHAM aKTUB-
HocTi pakTopa remoodinis NoBepTaeTbCA B Nerky, cepefHbol TAXKKO-
cTi Ta TAXKKY dopmy (pric. 2). OcKinbKy piBeHb 3aMLLKOBOT aKTUBHOC-
Ti FVIIl HanpAmy noB’A3aHuU i3 PU3MKOM BUHUKHEHHA CMOHTaHHUX
KpOBOTeU, HeoOXigHU KOHTPonb piBHA OK npodinio nauieHTa.

AHani3 papmakokiHeTnky O3K BKnoyae:

+ 3MiHM aktuHocTi FVIII, nos’A3aHi 3 yacom, nicna BHYTPILLIHbO-

BEHHOI iH'eKUii ogHiei go3u FVIII:

— NiKOBY KOHLIEHTpaLlito;

— MiHiManbHy KOHLIeHTpaLito;

— nepiop HaniBBUBeAEHHs (t

= yvac ao 1%.

+ iHcTpymeHTn: gpopatkn WAPPS-Hemo, myPKFIT.

myPKFIT — nporpamHe 3abe3neyeHHsA Ha OCHOBI web-[oaaTka,
po3pobneHe AnA NaLieHTIB, AKI OTPMMYIOTb OKTOKOT anbda, Ta Ao-
3BOJIAE MOAENIOBATU PEXUM [O3YBaHHA 3 ypaxyBaHHAM dapMaKoKi-
HeTUKIN Npodinto iHAMBIAYaNbHO ANA KOXXHOrO MaljieHTa Ha NigcTaBsi
BM3HayeHHA aktuHocTi FVIII [14]. BpaxoBytoun Te, WO BCi NaLi€eHTN
Pi3Hi, BigNOBigHO MiHIManbHMIA piBEHb aKTMBHOCTI GakTopa iHAUBI-
ZyanbHUIN ana KoxkHoro. Y 2017 p. po3pobneHi NoporoBi peKoMeH-
Jauil wopao miHimanbHoi KoHueHTpauii O3K (tabn. 3).

1/2);

3aBepuytoun fgonosigb, T. YpaciHbCKi AeTanbHO 3yMMHUBCA
Ha BflAaCHOMY [OCBifli NPOQINAaKTUUYHOI Tepanii y NofbCbKUX XNon-
YUKIB i3 TAXKKOI remooiniero A. BignosigHo fo npoBefeHoro Ao-
CNiMPKEHHSA, OiTU 3 TAXKo dopmoto remodinii A € reTeporeHHo
rpynoto i Npu iX MeHea>KMeHTi 3aCTOCYBaHHA iHAMBIAYani3oBaHOro
nigxopy 3 ypaxyBaHHAM dapmakokiHeTnkmn FVIII € kopucHoto cTpa-
Teri€to nikyBaHHA. Takum YnMHOM, iHAMBIAYani3oBaHMI NiaXia Ao Te-
panii NauieHTiB i3 remodini€lo 4a€ MOXMBICTb afanTyBaTU PEXUM
NiKyBaHHA 3 ypaxyBaHHAM iHAMBIAYaNbHUX XapaKTEPUCTVK 3 METOIO
3HUKEHHA pU3NKY KpoBoTey [16].
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Pucynok 1 QapmakokiHeTnka O3K
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PucyHok 2 KoHBepcia remodinii B HopmanbHUIA remocTas

100
90 HopmanbHuii remoctas
80
70
60 Temodinia nerkoro cryneHs TAXKoCTI
50
40
30

20 Taxka popma remodinii
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Tabnuusa 3 MNoporosi pekoMeHAaLii WoAO MiHIMaNbHOI KOHLUeHTpaLii
O3K [15]

PekomeHpaauii

PiBeHb koHueHTpauii O3K,

% Kareropis nauientis

<1 Yci BiT 40 MOMEHTY NepLUoi KpoBoTeYi

1-3 Yci pitv BiKom <2 pokiB a0 B AiTw, AKi BeyTb ManoakTe-
HUii («Cuasiumit») cnocio xuTTa

3-5 [liv rpyn nepBuHHOI NpodinakTMky

5-15 [liTn, AKi 3aiMatoTbCA Gi3NYHOK aKTUBHICTIO, FPyNM «BUCOKOTO

pusnky»*

*0i3nuHi 3aHATTA rpynyt «BUCOKOTO PU3MKY» 3a Lkanolo HauioHanbHoi acouiauii remodinii (The Na-
tional Hemophilia Foundation).

Onekcangpa CracuLvH y CBOI JoMno-
D Bifi BUCBITIMNA TeMy edeKTMBHOCTI Ta

/ A .
&7 > 6e3nekn 3acToCyBaHHA PeKOMOiHaHT-
( ¥ ’6 2 HUX (.I)aKTOpifB .I'IpOJ10HFOBaHO'I' aii. Cbo-
t rogHi remodinisa A cTaHOBUTb 6NN3bKO
wes MOJIOBVHN YCiX BUMAAKIB KAiHIYHO Aia-

CBiTi, il yactoTa — 6,6-12,8 Ha 100 TuC.

0ci6. OCHOBHVMW BUKAVKaMK, 3 AKU-

MU CTUKAOTbCA XBOPi Ha remodinito, €

MOBTOPHI KPOBOTeUYi y Cyrnobu i m'asu,
» AKi MOXYTb MPU3BECTU O CEPMO3HOro
NpOorpecyyoro ypakeHHa OonopHO-pyxoBoro anapaty — remoodi-
nivHoi apTponartii (puc. 3). le ogHMM BMKNUKOM, MOB'A3aHMM i3 re-
MO®ini€to, € PO3BUTOK iHTPaKpaHiaNbHMX KPoBOTeY. AKLIO paHiwe
CMepTHICTb XBOpKX Ha remooinito carana 70%, TO 3 NOYaTKOM KO-
mMepuinHoi goctynHocTi FVIII cmepTHicTb ctaHoBUTBL 20%, Npn LibO-
My PU3UK 3POCTAE BiAMOBIAHO A0 TAXKOCTI remodinii.

4 ‘o
{ / FHOCTOBaHUX KoarynonaTtin B YCbOMY
l(

CborofHi icHye 6e3niu GpakTopiB, AKi BNANBaTb Ha PO3BUTOK
remodiniyHoi apTponarii, i B niTepaTypi HafABHa 3Ha4YHa KiNbKicTb
[oCNifAXeHb WOAO MOXIIMBOIO NOKaIbHOrO BMAMBY Ha Ui ¢pakTo-
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pu, ane *ofHe 3 HUX He NiIATBEPAKEHO WoA0 edeKTUBHOCTI Ta 6e3-
neku (1a6n. 4). Tox eguHUM epeKTVBHMM Ta 6e3neyHUM MeToL0M
3anobiraHHA PO3BUTKY YCKNafiHEHb, NMOB’'A3aHNKX i3 remodinieio, €
3acToCcyBaHHA NPodinakTMYHOI Tepanii, MOXNUBOCTI AKOI [O3BO-
NATb 36iNbWNTY TPUBANICTb i AKICTb XUTTA NauieHTiB. JaHi nite-
paTypu CBifYaTh, WO NPU NPaBUbHO NiaibpaHoOMy NiKyBaHHI Tpu-
BasliCTb XUTTA NtoAen i3 remodinieto 3icTaBHa 3 TPMBaNiCTIO XUTTA
0ci6 6e3 remoodinii. OgHaK Cy4acHi MOXIMBOCTI MeANLMHN Npr3Be-
N 4O TOTO, WO CbOrofHi Ha remodinito CTpa)kaae He nuile Monoab,
a  naLieHTn CTapLULOi BiKOBOT KaTeropii, Wwo, BifnoBigHO, NOB'A3aHO
i3 npobnemamu, xapakTepHUMU ANA CTapiHHA. Tak, NaLlieHTn 3 re-
Modini€to, MOPIBHAHO 3i CBOIMU ofHONITKamMM 6e3 remodinii, MaloTb
6inbluy KinbKicTb CynyTHiX 3axBOploBaHb Ta Mpobnem y MOBCAK-
[EHHOMY XWTTi, BKJTIOUYaoumn Npobnemu pyxsvmBoCTi, PU3MK NagiHb,
fgenpecii. Kpim Toro, He3Ba)atoun Ha ontumisauito npodinakTny-
HoI Tepanii, 3aHagTo 6araTo NauieHTiB i 4OCi MalOTb KPOBOTEUI, WO
BMJIMBA€E Ha AKICTb IXHbOTO XWUTTA Ta Ma€ 3ryoHWI BNAUB Ha [OB-
rocTpokoBe 340p0oB'A cyrnobis. Tomy cyyacHi focnigKeHHA cnpsa-
MOBaHi Ha NOCTilHe BLOCKOHaNeHHA NpodinakTMYHOro NikyBaHHA
remodinii.

[Nani cnikep feTanbHO 3ynuHUnaca Ha epeKTUBHOCTI Ta 6e3nedi
3aCTOCYBaHHA CyyacHMX npenapatiB y npodinakTuyHin Tepanii na-
LiieHTIB i3 remodinieto. IHHOBaLiNHi PO3POOKM Ta MNOCTiINHE YAOCKO-
HaneHHA npenapartis AN NikyBaHHA reModinii A 3HayHO NoKpaLym-
NN CbOTOAHILLHI CTaHAapPTU NiKyBaHHA. |, AKWO paHiwe BCi 3ycmnna

PucyHok 3 MaToreHes po3sButky fedopmytouoi aptponartii [17]

= Kposoteua . .
1. Toctpuii remapTpos - TocTpuii cuHoBIT
B Cyrnob
MowwKomKeHHA ‘ ‘
CUHOBINbHOI MosTopHi
060110HKM l“ KpOBOBUVBY
2. XpOHiYHWIi CUHOBIT l
Nt
lineprpodia
CVHOBIQNbHOI 060I0HKM

=

TToLIKoZKeHHA XPALLLB
Ta KicTku

lledopmyroua

3. Jlebopmytoua apTponaris apTponaria

-

Tabnuua 4 Qaktopw, WO BNIMBAOTb Ha PO3BMTOK remodiniyHoi apTpo-
narii [18]

(OakTopy, AKi NPOBOKYIOTL Po3BUTOK FemodiniuHoi apTponarii

Kateropis OakTopu

Temornobit
TeMOCAAepUH

binku 3aniza

EH3umn

Tpom6i

TpUnTasa

enacrasa

KaTencux

AKTUBHICTb, LL{0 3HUXYE NPOTEOrTiKaHM

LiutokiHu < -1

- -6
OHIM-a
MCP-1
VEGF
PDGF
Eputpouutn
neiKouuTIA
MOHOLWTH
Makpodaru
T-KniTMHY
TpoMboLMTH

(akTopu pocty

Knitunmn

11— intepneiikin; OHM-a — dakTop Hekpo3y nyxnuHu-a; MCP-1 — MoHoLWTapHMIA XemoTaK-
cuyeckmii paktop-1; VEGF — akTop pocty eHgotenito cyam; PDGF — tpombouutapHmii pakTop
pocty.
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6ynn cnpAMoBaHi Ha yaockoHaneHHs npenapatis O3K, To cborogHi
PO3PO6KM CTOCYIOTLCA i MNa3MOBUX, | PEKOMOIHAHTHIIX Mpenaparis.
IcTopia 3acTocyBaHHA pekombiHaHTHoro FVIII (rFVIII) nounHae cBii
BiAnik i3 1992 p., konn Ha GapMaLEeBTUYHUIN PUHOK Breplue BUli-
LWoOB pekombiHaHTHMI npenapat ®3K. OpHak Ha LbOMy AOCAIAHNKN
He 3ynMHUAKCD, i B 2003 p. NpefcTaBneHnin YAOCKOHaNeHNI npe-
napart rFVIIl 6e3 gofaBaHHA eK30reHHVX GiNKiB NOACbKOro/TBapuH-
HOTO MOXOMAXEHHSA, WO YHEMOXIIMBIIOBANIO PO3BUTOK anepriyHmnx
peakuin. CboroaHi epekTnBHICTb Ta 6e3neka rFVIIl nigTBepaxeHa
HM3KO AocnifxeHb. Tak, pesynbTaT HelloAaBHO MpPOBeAeHOro
MeTaaHanisy n'atun gocnigkeHb PASS, meta AKoro — BMBUUTU iMy-
HOreHHicTb Ta edeKTUBHICTb TpuBanoi Tepanii npenapatom rFVIII
B peasibHill KNiHiYHIN NpaKkTuLi, NPOAEMOHCTPYBaNN, WO 3acTocy-
BaHHA rFVIIl € edpekTuBHO cTpaTerielo NpodinakTMyHoi Tepanii Ta
acouiioBaHe 3 HU3bKMM PU3NKOM PO3BUTKY iHFiGITOPIB y NaLieHTiB
i3 TAXKKOIO Ta cepefHbOi TAXKKOCTI popmamm remodinii [19].

CyyaCcH/M HanpAMKOM YAOCKOHaneHHA npodinakTuyHoro ni-
KyBaHHSA € 3aCTOCYBaHHA NpenaparTiB i3 MOAOBKEHUM Nepiofom Ha-
niseuBefeHHaA. Y 2015 p. meTogoM MerinAuii BUrOTOBAEHO NepLumnmn
NPONOHroBaHW Npenapat — nerinbosaHui rFVIIl. JogaBaHHA no-
nietunenrnikonto (MNEF) po pekom6iHaHTHoro FVIII (MElintoBaHHs)
3abe3neuye NPONOHIoBaHy fito npenapaTty i TpuBaniwmin nepiog
HanieBuBefeHHA (14-16roa), WO [O03BONAE CyTTEBO 3MEHLUUTU
KPaTHICTb BHYTPILUHbOBEHHOrO BBefdeHHA npenapaty. MexaHizm
NPOJSIOHroBaHoI Ail nonAarae B Tomy, wo [EM otouye FVIII Ta 3men-
Luye 110ro 3B’A3yBaHHA 3 disionoriyHMm peLentopom KiipeHcy. Kpim
TOro, 3aBAAKU CydyacHin peKoMOiHaHTHIN TexHonorii y npoueci no-
CiBY KynbTypW, Ha eTari OYMLLEHHA i KiHLEeBOro NpUroTyBaHHA pe-
LenTypw, y npenapat He JOAAOTbCA eK30reHHi 6inku nopacbkoro/
TBAaPUHHOTO MOXOAMXEHHS, L0 HIBEIOE MOXNUBICTb anepriyHnx pe-
aKLi Ta MOBHICTIO BUKITIOYAE MOXNUBICTb ByAb-AKOrO iHPiKyBaHHS.
OpfHUM i3 NpeacTaBHYKIB NEriNboBaHUX NpenapatiB € pypioKToKor
anbda nerinboBaHU — nerinboBaHa Monekyna, wo BOynoBaHa
Ha KiHLi OKTOKOrY anbda 3 NOAOBXeHUM NepiofoM HaniBBMBEAEHHSA
B 1,3-1,5 pa3a nopiBHAHO 3 i€l okToKory anbda [20]. MepcoHani-
30BaHa npododinaktnka 3a gornomoroto gofatka myPKFiT moxe Bu-
KOPUCTOBYBATUCA i Y NaLiEHTIB, AKI OTPUMYIOTb pypioKTOKOr anbda
nerinboBaHMin. Pe3ynbTaTyi 6araToLeHTPOBOrO BiAKPUTOro NpocnekK-
TUBHOTO AocnigeHHA (n=120) npogeMoHCTpyBany, Wwo Ha GoHi Te-
panii pypiokToKor anbda crnocrepiranaca 3Ha4YHO MeHLLUA PivHa Kinb-
KiCTb KpOBOTeY y nauieHTiB, AKi nepebyBann Ha npodinakTnyHomy
NiKyBaHHI NOPIBHAHO 3 MiKyBaHHAM «3a BUMOTOI0». TaKoX pe3ynbra-
TU NPOAEMOHCTPYBaNM, WO NETiIIOBAHHA 3HVXKYE iIMyHOreHHICTb pe-
KombiHaHTHOro FVIII, npu 3acTocyBaHHi pypiokToKkory anbda neri-
NbOBaAHOrO 2 pasun Ha TMKAEHb YNPOAOBX 6 MiC i3 NpodinakTnyHow
METOI0 He BUABNEHO PO3BUTKY iHri6iTopis fo FVIII [21].

TakvM umMHOM, CbOrofHi iHAMBIAyanizoBaHWi (nepcoHanizo-
BaHW) nigxin A0 NikyBaHHA HabyBae Bce O6iNblIOrO 3HAYeHHA
Npu MeHeXKMEHTI NnauieHTiB He nuwwe 3 remodinieto, a 1 3 iHWKMK
3axBoptoBaHHAMU. MepcoHanisalisa mMae neBHi 0cobAMBOCTI WoAo
MeHe[XMEHTY MaLji€HTiB, BKMOYHO 3 OL{iHKOIO 0COBNMBOCTEN KOX-
HOro iHAMBIAYaNbHO, HAABHICTIO MPOFHOCTUYHMX Ta XBOPO6O-
acouiioBaHMX MapameTpiB Yy MNaUi€eHTIB, HaABHICTIO/BiACYTHICTIO
nikapcbKux 3acobiB Ta iIHCTPYMEHTIB, AKi A4O3BONAIOTb NPU3HaYaTL
Lji nikapcbki 3acobu nauieHtam i3 remodinieio A. Kpim Toro, naHge-
mia COVID-19 TakoX BHecCna CBOi KOPEKTMBU Y MeHeaXMeHT naLi-
€HTIB i3 remodinieto, WO NoTpebye HOBUX 3axofiB, CNPAMOBAHUX
Ha 3HVXKEHHA PU3UKIB, aCOLIINOBAHUX i3 KOPOHaBIPYCHOLO iHdEKLi€lo
y nauieHTiB i3 remooinieto. CborogHi OCHOBHOIO METOI NiKyBaHHA
nauieHTiB i3 remodinieto € He nuwe 3abe3neyeHHA TPUBANOCTI, a
MOKPALLEHHA AKOCTI XNUTTA MaLi€EHTaM Li€i rpyny, OAHUM 3 acrnek-
TiB AKOTO € 3MEHLUEHHA Yacy Ha OopraHisauilo NikyBaHHA Ta noTpe-
61 y 3anyyeHHi MeANYHMX NpaLiBHUKIB. IHAMBIAYani3oBaHMIA Nigxin
cnpuATMME NiIABULLEHHIO NPUXMAbHOCTI NaLlieHTa o Tepanii Ta fo-
3BONIUTb KOHTPOJIIOBATMK Nepebir 3axBoptoBaHHsA [22, 23].
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