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OcobnusocTi npoBefgeHHA GaKTOPHOI
Tepanii y aiten 3 remodini€to

K.B. BinbueBcbKa

HauioHanbHa autAva cneuianizoBaHa nikapHa «OxmaTtanT», Knis, YKpaiHa

Y «IHCTUTYT HeBigKnaaHoI Ta BiAHOBHOI xipyprii imeHi B.K. ycaka HAMH Ykpainu», Knis, YkpaiHa

3rigHo 3i cTaTMCTUYHUMK AaHumuy 3a 2017 p., Ha AUCNaHCepHoO-
My 06niKy B YKpaiHi nepebysanu >2 TuC. NaLieHTIB 3 remodinieto Ta
xBopoboio BinnebpaHga, 3 Aknx 27% — gitn. Taxka popma remodi-
nii ctaHoBUTL 60-70% Yycix BUNaAKiB 3axBoptoBaHHA [1]. binbuwictb
XBOPUX Ha reModinito — YoNoBiKKM, OAHAK BiJOMi MOOAUHOKI BNaa-
K1 remodinii y »iHOK Npw cnafiKkyBaHHi reHa BoAgHouac Bif 6aTbKa,
XBOPOro Ha remodinito, i MaTepi — HocisA reHa [2].

KniHiyHa KapTuHa remodinii xapakTepr3yeTbCA HAABHICTIO CMOH-
TaHHUX, TPMBANIUX KPOBOTEY, KPOBOTEY Y M'A3U Ta Cyrnobu i po3su-
TKOM remodiniuHoi apTponarii. [py UbOMY HaBiTb OfiHa KpoBOTeYa
MoXe OyTV NoB’A3aHa 3 pU3nKoM AnA navieHTa. [laHi nitepatypw cBia-
YaTb, WO NPV OJHOPA30BOMY BHYTPILLHbOYEPENHOMY KPOBOBWIIMBI
pU3UK NeTanbHOro KiHua ctaHoBuTb 20% [3]. KpoBoBunmem y cyrno-
6V BUHMKAIOTb 3HAYHO YacTille MOPIBHAHO i3 BHYTPIiLUHbOYepPenHu-
MW KPOBOBMIMBAMM Ta 3aMyCKaloTb Kackag 6ionoriuHmx peakuii, AKi
B MOAANIbLIOMY MOXYTb MPU3BECTU [O PO3BUTKY NMPOrpecyoyoi fe-
CTpyKUii cyrnoba Ta B pe3ynbraTi — Ao gedpopmyioyoi apTponarii.
Moka3aHo, Lo HaBiTb HE3HaYHa KPoBOTEYa y CYrnob Moxe BUKINKa-
TN HE3BOPOTHI NPOrpecytoyi CTPYKTYPHI 3MiHU y Hbomy [4]. 3rigHo 3
pe3ynbTaTaMy iHLWOro AOCNIAXEHHA, KiNbKiCTb CYrnob6oBMX KPOBO-
Tey HanpAMy NoB'A3aHa 3 YLWKOXKEHHAM CyrnobiB. Tak, Ha nprKnagi
15 naujienTiB i3 remoodini€eld NPOAEMOHCTPOBaHO, WO >4 remapTpo-
3iB 3a pik acouiioBaHi 3 PO3BMTKOM apTponarTii, WO B MOAaNbLIOMY
npv3Beae Ao iHBaniam3auii navieHTa [5, 6]. Mpu LboMy AKICTb XUTTA
y MauieHTiB i3 reModini€to, Lo He MatoTb >KOAHOT KPOBOTEYi NPOTAroM
POKY, MPaKTUYHO BiAMNOBIAAE AKOCTI XKUTTA 340POBUX JIIOAEN.

MuTaHHA edeKTMBHOro MiKyBaHHA NauieHTIB i3 remododinieio
CTOITb AyXe roctpo. CbOrofHi OCHOBHUM MeTOLOM JiKyBaHHA re-
Moinii € 3acTocyBaHHA 3amicHOI Tepanii KOHLeHTpaTaMun GpakTopis
3roptaHHsa FVIII npu remodinii A Ta FIX — remodinii B.

Mpu meHemKMeHTI NaLieHTiB i3 remodinieto nepen nikapem cro-
iTb 3aBAAHHA 3yNVHUTY KpoBOTeuy i 3anobirTu ii peungnsam. Agek-
BaTHa remocTaTMyHa Tepanias — OCHOBHWUI MeTOA JiKyBaHHA Ta
NpodinakTUKy remopariyHmx ycknagHeHb y XBopux Ha remodiniio,
CyyacHa cTpaTeria AKOi npeAcTaB/ieHa:

+ 3aMicHO GpaKTOPHO reMoCTaTUYHO Tepanieto;
+ 3aCTOCYBaHHAM NpenapartiB i3 WYHTYIOUNM MeXaHi3MoM Aii;
+ HedaKTopHOI0 Tepanito (Tabn. 1).

Tabnuua 1 QakTopHa Ta HedaKkTopHa Tepanis remodinii

Tepanis remodinii

OakTopHa HedakrtopHa

OnHOGAKTOPHI KOHLEHTpaTy:

+ [epUBaTY NNa3mu KPOBi/peKoMObiHaHTH

+ CTaHZApTHI/3 NOZOBXeEHMM NepiofOM HariBByBe-
JeHHA

Emiyu3ymab

AnTU-TFPI

Tepania, cNpAMOBaHa Ha aHTUTPOMOIH:
« aHTuTiNa

« antamepu

« TexHonorii PHK-iHTepdepenuii

KoHueHTpaTw, o MicTATb >2 GaKTOpiB 3ropTaHHs

LLlynTytoui npenapartu:
- rFVila
« aP(C

[eHHa Tepanis:
« npurHivexHa APC
+ pexkom6iHaHTHUIA NpoTpoMOiH

rFVlla — pekombiHaHTHWi akTuoBanmii FVII; TFPI — iHribiTop wnaxy TkaHMHHOTO dakTopa;
APC— Komnnexc, o crumyntoe aHadasy; aPCC — aHTiHriGiTOpHYIl KoarynauiliHuii Komnnekc.
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CyyacHa TakTuKa nikyBaHHA remodinii npeactaBneHa fekinb-
KOMa nifxofamu, AKi BKSI0YatoTb NiKyBaHHA «3a BUMOTO» (eKCTpe-
He NiKyBaHHSA), NiKyBaHHA B AOMaLUHIX YMOBax Ta NpodinakTniHe
NikyBaHHA. KoXeH 3 nigxopiB mae cBoi 0cobnmBocTi. Tak, nikyBaH-
HA «3a BUMOrOI0» XapaKTepmu3yeTbca TUM, WO NpenapaTi BBOAATb
B YMOBax Me[MYHOro 3akfagy 3a pakToM po3BUTKY KpoBoTeui. Jli-
KyBaHHA B JOMALLHiX YMOBaX 3aCTOCOBYETbCA NPU HETAXKKMX remo-
pariyHMx Kpusax i CTaHOBUTb BBeAEHHA daKTopa nosa MefnuHVM
3aKknagom 6e3 cnoctepekeHHA MeAnYHOro NnepcoHany (nikyBaHHA
NPOBOAATL YNEHN POAVHUN XBOPOTO MiC/A HaBYaHHA NpaBuiam Bae-
feHHA npenapartis). MpodinakTnyHe NikyBaHHA XapaKTepU3yeTbCs
TVM, WO NpenapaTi BBOAATb «3a3Aaneriab», 3 MeTolo 3anobiraHHsA
pPO3BUTKY KpoBOTeY. BianoBigHO A0 HaABHUX AaHKX, NpodinakTuyHa
Tepania € OCHOBHVM HanpAMKOM Tepanii y naui€HTiB Bikom <17 po-
KiB, TOAi AK cepef AOPOC/IOro HaceNneHHA NepeBaXac Tepanis «3a Bu-
MOTO0», XO4a MU MAaEMO MparHy TV Ao NpoBeAeHHA NPodinakTUyHol
Tepanii ycim XxBoprM Ha remodinito He3anexHo Big Biky.

o 1960-x pokis npu nikyBaHHi NaLieHTiB i3 remoodinieto 3acTo-
COBYBanu LifibHy KpoB abo 3aMOpoXeHy nnasmy KpoBi. Micnsa pos-
pobneHHs MeTomy Kpionpeumnitauii y 1966 p. 3apeecTpoBaHUii
nepwwun npenapart FVIII, aknin oTprmyBanu 3 nnasmu KpoBi JOHOPIB,
a noTim — niodinizoBaHuin kKoHueHTpaT FVIII, wo ictotTHO cnpocTtu-
N0 NiKyBaHHsA NauieHTiB i3 remodinieto A. Micns BNpoBagXeHHs giar-
HOCTMYHUX TecTiB Ha Bipycn renatuty C Ta imyHopediunTy nogm-
HWN MoYann 3acTOCOBYBAaTW BipyCiHaKTMBOBaHUIN KOoHUeHTpaT FVII,
a KNoHyBaHHA reHa FVIII iHiyiloBano noaBy nepluioro pekomobiHaHT-
Horo FVIII. CborogHi gna npodinakTmkmu Ta KynipyBaHHsA KpoBoTey
npv remodinii HaABHUI BeNVKMIA BMOIp nNpenapaTis: Nnasmosi, pe-
KOMOiHaHTHI, koHUeHTpaTh FVIII, rFVIla i KoHUeHTpaTV 3 TpUBaIMM
nepiogom HanisBuBefeHHA. B OCTaHHI pOKM aKTMBHO BUBYAIOTb
MO>K/IMBOCTi 3aCTOCYBaHHA MOHOKJTOHANIbHUX aHTUTIN i FeHHWX npe-
napariB y nikyBaHHi XBOpUX Ha remodinito.

IcTopia BnpoBageHHA NpodinakTMyHOI Tepanii 4O KRiHiYHOI
NPaKTUKM NiKyBaHHA MaLiEHTIB i3 TaxKolo dopmoto remodinii no-
YrHae cBil Bignik 3 1976 p., konu y LLBeuii Bnepuie 6yB 3acTocoBa-
HUI uen nigxig. MpodinakTnuHa Tepanisa rPyHTYETbCA Ha cnocTepe-
MKEHHi, WO XBOpi 3 cepeAHbOTAXKO dopmoto remodinii 3 piBHEM
dakTOopa 3ropTaHHA Kposi >1 MO/gn pigko BiguyBalOTb CMOHTAHHI
KpOBOTeUi i MaloTb BULLi WAHCK Ha 36epexeHHA GyHKLiT cyrnoba
NMOPIBHAHO 3 MaLieHTaMK 3 TAXKo popmoto remodinii. Binnosia-
HO BYEHUMM BMCYHYTa rinoTesa, LWo KOHTPOb PiBHA PpaKkTopa KpoBi
B Mexax >1% moxe OyTn epeKTUBHOW CTpaTerieto NikyBaHHA remo-
oinii. Ls KoHuenuyia nigTBepa)eHa HU3KOK KIiHIYHMX JOCTiIXKEHb
i 3 1990 p. BNpoBagXXeHa, AK Tepania nepLuoi NiHii AiTen 3 TAXKKO
dopmoto remoodinii, a 3 nouatky 2000-x pokis NpodinakTMyHy Tepa-
nito Moyanu BNpoBaA»KyBaTu i ANA NiKyBaHHA JOPOC/IMX NaLieHTiB [7,
8]. CborofHi npodinakTnyHa Tepanis € 3aralbHOBU3HAHMM CTaHAAp-
TOM NiKyBaHHA Aiiten i3 TaxxKkoto opmoto remodinii [9].

MpodinakTnyHa Tepania fae MOXAMBICTb MiHIMi3yBaTV iHBani-
Amn3auilo nauieHTiB 3 remodinieto abo 30BCiM YHUKHYTK ii Ta 4O3BO-
NAE NalieHTaM XUTU NOBHOUHHUM XUTTAM. CyyacHi pekomeHaauii
pernameHTyoTb MounHaT NpodinakTMyHe NiKyBaHHA micna nep-
LIOrO reMapTpo3y Y paHHbOMY AUTAYOMY Bili. [pn TAaxKKomy ne-
pebiry 3axBOplOBaHHA PEKOMEHAYITb MPOAOBXKYBaTU NiKyBaHHSA
AKOMOra [10BLUe, He3anexHo Bif Biky nauieHTa [10]. CboroaHi npo-
dinakTMYHa 3amicHa Tepanis KOHUeHTpaTamy GpaKTopiB 3ropTaHHA
KpOBi — HeobXiiHa ymoBa 36epexkeHHs $i3NYHOro Ta NCKMXonoriy-
HOTrO 3[0POB'A MALIEHTIB i3 TAXKOW i CEPefHbOTAXKKOW PpOPMOI0
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remodinii. IcHye yoTmpu BMAM NpodinakTMYHOT Tepanii: NepBMHHa,
BTOPWHHa, TPETVHHA Ta nepioguyHa (tabn. 2) [11]. MepBuHHa Npodi-
NaKTNKa XapaKTepusyeTbCa perynsapHUM BBeJeHHAM KOHLeHTpaTiB
3 meToto NpodinakTUKy KposoTey. BropuHHa npodinaktmka npu-
3HAYaAETbCA NaLliEHTaM 3 HAABHUMM O3HaKaMU yparkeHHA cyrnobis Ta
CNpAMOBaHa Ha 3HKEHHA NporpecyBaHHA remodiniyHoi apTpona-
Tii. Pe3ynbraTi NpocneKTMBHOrO BiAKPUTOrO paHAOMi30BaHOro Jo-
cnigxkeHHa SPINART npofemMoHCTpyBany, WO Y NaUi€HTIB i3 TAXKKO
dopmoto remodinii A Ha doHi Tepanii pekombiHaHTHUM FVIII (rFVIII)
crnocTepirany 3MeHLIEHHA PIYHOT KiNbKOCTi remapTpo3iB Ha 93% no-
PIBHAHO 3 NiKyBaHHAM 3a NOTPeboto (prcyHOK) [9].

Tabnuusa 2 Bupu npodinaktuuHoi Tepanii remodinii

NpoginakTnuHa Tepania remodinii

Bup Bu3sHaueHHs Meta

MepBuHHa PerynapHe npoBefeHHA 3amicHoi Tepanii.  3ano6iraHHsA po3BUTKY
MounHaeTbCA 3a BiACYTHOCTI 03HAK apTponariit abo kpoBoTey,
MOLUKOMXKEHHA CYro6iB, 40 2-PiYHOTO BiKY i LU0 3arpOXKYIOTH KUTTIO

Xxo4a 6 10 2-ro enizopy KpoBoTeYi

BropuHHa PerynApe npoBefeHHA 3amicHoi Tepanii.  3HUKeHHA yacToTn
Po3nounHaeTbeA Nicns NoyaTkoBoro KPOBOTEY, ypaXkeHHA
YLUKOZKEHHA Cyrnoba un cepito3Hoi cyrnobis-mitLeHeit,
KpoBoTeui. nporpecyBaxHA apTponariii
Byab-AKka npodinakTiKa, o noyanaca nicna Ta po3BUTKY KPOBOTEY, LU0
MHOXMHHVX KpOBOTeY, NOBIHHA 3arPOXYIOTh XKUTTIO
PO3rNAZATCA AK BTOPUHHA
TpetuHHa PerynapHe npoBefieHHA 3amicHoi Tepanii.  [IpU3ynuHeHHA KNiHiYHUX
MounHaeTbCA B fOPOCOMY BiLji CMMNTOMIB apTponarii
N4 3ano6iraHHA PoO3BUTKY KpoBOTeY, Ta 3anobiraHHA po3BuTKYy
LLi0 3arpOXKYyHOTh XUTTHO, Ta 3MEHLLEHHA iHLLMX yCKNaZHEeHb
NporpecyBaHHsA BXe HaABHOT apTponarii
Mpodinaktuka BBeaeHHA KOHLeHTPaTiB GaKkTopiB <45 T  3HUKEHHA YacToTn
3 nepepeamm Ha pik KpoBOTeY
(nepiopnuHa
npodinakika)
PrcyHok 3HMKEeHHA YacTOTV reMapTpo3iB Ha GpOHI BTOPUHHOI Npo-
dinakTkm
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JlikyBaHHA Ha BUMOTY BropuHHa npodinakTuka

MpodinakTnyHa Tepania CyTTEBO NOKpaLLye [OBrOCTPOKOBUI
KMiHIYHWA NPOrHO3 MOPIBHAHO 3 NiKYBaHHAM «3a BUMOroio». Tak,
AaHi nitepaTypu cBigyaTh, WO NpodinakTMyHa Tepania 3HaYHO 3HU-
KY€ HaCTOTY KPOBOTEY | BUHVIKHEHHSA apTponaTili, MOXKe 3HU3NTY MOo-
Tpeby B rocnitanisauii Ta opToneanYHUX XipypriyHux BTPYUAHHAX,
NOAINWNTY AKICTb XUTTA NauieHTiB [12]. Taknm YnHom, BcecBiTHA op-

raHisaLis oxopoHu 300poB’s, BceciTHa dpeaepaduia remoodinii (World
Federation of Hemophilia — WFH) Ta HauioHanbHi opraHisauii 6ara-
TbOX KpaiH CXBanuin nNpru3HayeHHsA paHHbOI NpodinakTNyHOI Tepa-
nii AK cTaHZapT NiKyBaHHA fiTel 3 TAXKKo Gopmoto remodinii Ta pe-
KOMEHAY0Tb MPOLAOBXKEHHA NPodinakTUUYHOT Tepanii y Jopociiomy
Biui [13].

CbOrofjHi B ccTeMi OXOPOHM 3L0pOB'A BCe Binbll akTyanbHUMU
CTaloTb NUTaHHA NepcoHidikauii Tepanii Ta nikyBaHHA remodinii He €
BUHATKOM. Tak, Mi>KHapO4Hi TOBapm1CTBa 3a3HayaloTb Ha Ba>KNUBOCTI
iHAMBIAYyanizoBaHoro niaxofy A0 NpodinakTMYHOro NikyBaHHA na-
LieHTiB i3 remodinieto. Llen nigxig 6a3yeTbcA Ha Takux Kputepiax/
NPUHLMNaX MEHEAPKMEHTY, AK iHAMBIAYanbHNN GapMaKOKiIHETUUYHWUN
npooinb, maca Tina, eHoTN KpoBOTEYi, piBeHb Gi3NYHOT aKTUBHOC-
Ti, ypaXKeHHs Cyrno6iB Ta NPUXMABHICTb A0 NiKyBaHHsA. MepcoHidi-
KOBaHUN nigxig fo Tepanii cnpuae niaBULLEHHIO MPUXUIBHOCTI Na-
LiieHTa A0 NiKyBaHHSA, JO3BONNTb KOHTPOOBaTK GapMaKOKIHETUYHI
napameTpy, a TakoX NPOBOAMTN OOrPYHTOBaHY KopekLito Tepanii.
Takum urHoM, NpodinakTUYHa Tepania He NMLLe 3HaYHO 3HMXKYE Yac-
TOTY KpOBOTeU i 3arnobirae HacTaHHIO apTponaTiii MOPIBHAHO 3 JIiKy-
BaHHAM «3a BUMOTOI0», ane 1 NigBULLYE AKICTb XUTTA | NOKpPaLLye co-
uianisauito nauieHTiB.

O
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TECTOBI 3ATIMTAHHA

(oavH abo pekinbKa NpaBUbHNX BapiaHTIB BiANOBiAe Ha KOXKHE 3annTaHHA)

CTyniHb TAXKKOCTi NOpPYLUEHb 3ropTaHHA KPOBi Ta KNiHIYHKX
nposgiB Npu remodinii A 3anexunTb Bif:

O pisHA akTBHOCTI PpakTopa FVIIly kKpoBsi

O cryneHa ypaxeHHsa cyrnobis

O yacToTh BHYTpilWHbOYEPENHYIX KPOBOBUIMBIB

O yci Bignosipi npaBunbHi

OCHOBHMM MeTOAOM JliKyBaHHsA remodinii €:

O 3amicHa Tepanis kKoHLeHTpaTamu GakTOpiB 3ropTaHHs KPOBI
O iHpyKuis iMyHHOT TONepaHTHOCTI

O 3acTocyBaHHA MMIOKOKOPTUKOCTEPOILiB

O nepenvBaHHA KPOBI

BusHauTe kntoyoBi TvnNu Tepanii remodinii:

O nikyBaHHA «3a BUMOroto»

O crauioHapHe nikyBaHHSA

O npodinakTnuHe nikyBaHHA

O iHgyKuis iMyHHOT TONepaHTHOCTI

OCHOBHMM TUMOM Tepanii y nauieHTiB i3 remodinieto mae 6yTu:
O npodinaktnuHa Tepania

O ekctpeHa Tepania

O nepenviBaHHsA KpoBi

O yci Bignosiai npaBunbHi

Heponikn Tepanii fopocnux nayieHTis i3 remodinieto B YKpaiHi:
O nepeBaxaHHA Tepanii «3a BUMOro»

O npakTMyHa BiACYTHICTb 3aCTOCYBaHHA NpodinakTMyHoI Tepanil
O HeyperynboBaHe NUTaHHA «AOMALLIHbOIO» NiKyBaHHA

O yci Bignosigi npaBunbHi

MNepBrHHa NpodinakTrKa cnpAMoBaHa Ha:

O 3anobiraHHA PO3BUTKY apTponaTiii abo KpoBoTeY, WO 3a-
TPOXYIOTb XKUTTHO

O 3HMKEeHHA YacToTW KpoBOTEY
O 3MmeHLeHHA ypaxeHHsA CyrnobiB-milleHen
O npu3ynruHeHHs KNiHIYHMX CUMNTOMIB apTponarTii

BTropuHHa npodinaktuka cnpsmoBaHa Ha:

O 3HWKeHHA YacTOTW KPOBOTEY Ta ypaXKeHHs Cyrnobis-mille-
Hen

O 3anobiraHHA po3BUTKY apTponartiii abo KpoBoTey, Wo 3a-
TPOXYIOTb XKUTTIO

O 3HWKeHHA YacTOTV KpoBOTEY

O 3MmeHLIeHHs ypaxeHHs CyrnobiB-milleHen

IHAMBIAYyanizoBaHW NigXig A0 NPOdINakTMUYHOro NiKyBaHHA

nauieHTiB i3 remodinieto 6asyeTbca Ha:

O ingueipyanbHomy dapmakokiHeTMyHoMy npodinio nawi-
€HTa

O ingueigyanbHomy dapmakoanHamiuHoMy npodinio naui-
€HTa

O wmaciTina

O piBHi pi3nyHOi aKTUBHOCTI

[nAa oTpMaHHA cepTudikaTa fganTe Bianosigb
Ha TeCTOBI 3aMMTaHHS B pexxmmi on-line

Ha canTi >XypHany
www.umj.com.ua

abo HagiwniTh KCEPOKOMito CTOPIHOK

3 BiANOBIAAMMN Pa30OM 3 KOHTAKTHOIO

iHpopmaui€to 3a agpecoto:
01001, Knie-1, a/c «B»-82, TOB «MOPIOH»
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MowToBa agpeca: iHaeKc
obnactb
parioH
micTo
ByNnuUuA
6yANHOK
KBapTupa

TenedpoH

E-mail
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