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Anroputm BefieHHA NauieHTa
3 iHri6itopHow popmoto remoddinii

K.B. BinbueBcbKa

HauioHanbHa autAva cneuianizoBaHa nikapHa «OxmaTtanT», Knis, YKpaiHa

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

He3Baxaloun Ha CyTTeBi JOCATHEHHA B rasy3i rematosorii, i fOCi 3a-
NLIAETHCA NPOBIEMHUM MUTAHHA PO3BUTKY iHTiGiTOpHOT dopmu remo-
binii (I01), AKa XapaKTepu3yeTbCA BUPOONEHHAM HFBITOPHUX aHTWTIA,
LLO CTAaHOBWTb iIMYHHY peaKLito Ha eK3oreHHe BBeAeHHsA GaKTopiB 3rop-
TaHHA KPOBI i € OCHOBHOIO KNiHIYHO NPO6IEMOI0 B NiKyBaHHI NaLjieH-
TiB i3 remodinieto. HaaBHICTb iHriGITOPIB yCKNaAHIOE TAXKICTb KIiHiY-
Horo nepebiry remodinii, KpoBOTEUi HabyBalOTb HEKOHTPONIbOBAHOIO
XapakTepy, a 3aMicHa Tepanis dakTopamy 3ropTaHHA KpOBi € Mano-
edekTnBHOM [1]. Tomy TaKTVKa BefieHHs nauieHTiB i3 IO kapauHanbHO
BiAPI3HAETbCA Bify CTaHAAPTHOrO Nigxofy [0 NikyBaHHA remModinii.

MprHUMNK NiKyBaHHA NauieHTiB i3 IO

+ MPOTArOM yCbOro »KUTTA CNif 3HaTV Ta Nam’ATaTU NPO YacToTy

i paKkTOpW PU3KMKY NOABY iHriGITOPIB;

+ PaHHE po3ni3HaHHA | TOYHa AiarHOCTMKa iHribiTopa;
+ ONTUMAasbHa OpraHisayia AONOMOrY NaLi€HTy Ta NOCTiIHa KOMY-

HiKaLifa Mi>K ycima 3auikaBieHMU CTOPOHaM;

+ remoctaTMyHa Tepania 3a JOMOMOroOI0 LYHTYIOUNX NpenapaTiB

y nauieHTiB i3 iHribiTopamu;

+ epafvKauia iHribitopa 3a fonomoroto MeTomy iHAYKLiT iMyHHOI

TonepaHTHocTi (IIT);

« HafjaHHA [OCTYNy A0 XiPypriyHMX Ta iHWMWX iHBAa3VBHUX BTPY-

YaHb Ta ONTMManbHa MiAroToBKa A0 HUX;

+ 3abe3neyeHHA AONOMOrU NaLieHTy 3 60Ky cneLjianbHO HaBYEHOI

MeAUNYHOI cecTpu;

- 3a6e3neyeHHs iHAMBIAYanbHO NigibpaHoi gonomoru 3 6oky ¢isi-
oTepaneBTa;

+ HajaHHA JOCTyNy [0 NCUXOCOoLianbHOI MiATPUMKY;

+ 3alyyeHHA B HayKOBi fOCHiAXeHHA Ta iHHoBaUiT [2].

JlikyBaHHA y pasi KpoBoTeY, Lo pPo3BMBatoTbCA y XxBopux i3 |0,
MOXe CTaTU Cepilo3HOoIo Npobnemoto AK AnA Nikapa, Tak i 4na camo-
ro nauieHTta. CyyacHi cTpaterii MeHe[>XMeHTY iHribiTopis nonaratoTb
y TPMeTanHoMy Nigxoai:

-+ epafvKauifa iHribiTopa: AKHanweuawe BrukopucTaHHa IIT nicna

AiarHoCTUKM iHri6iTopa;

+ npodinaktuka KpoBOTeu: 3amnobiraHHA enizofam KpoBOTeY
ynpogosx |IT, abo konu [IT HeepeKkTMBHA/HEAOCTYMHA NaLliEHTY;
« NiKyBaHHA nNpenapaTtamy i3 WYHTYIOUMM MexaHi3MoMm fii: 3acTo-

CyBaHHA NpenapartiB i3 WYHTYIOYMM MeXaHi3MOM Aii 3 MeToto Ni-

KyBaHHA Y pasi rocTpuix eni3ofis KpoBoTeYy abo Npwu XipyprivuHmx

BTpy4YaHHaXx (puc. 1) [3, 4.

PucyHok 1 Crpaterii MeHe»KMeHTY iHribiTopa
—  Epagukauia inribitopa — IIT
o — [lpodinakTika kposoTey
Inri6itop p ¢ p )
JlikyBaHHA y pasi rocTpux KpOBOTEY NpenapaTamil i3 LWyHTyIoUNM
MexaHi3mom gt

HasgHicTb iHri6iTopa 3a3Bmyali AiarHOCTYETbCA, KONW XBOPUiA abo
YneHu oro CiMi NoMiYatoTb, WO 3aMiCHa Tepania CTaE MeHL epeKTB-
HOIO, HiX 3a3BMYait. Tak, KJTIOYOBMM CMMMTOMOM, AKWI BKa3ye Ha Po3-
BUTOK iHri6iTOpa, € HaABHICTb 6@3KOHTPOSIbHUX KPOBOTEY Ta BiACYT-
HiCTb BiANOBIAj Ha BBeAEHHSA 3BMYaHOI 1031 KOHLIEHTpaTIB dhaKkTopiB
3ropTaHHA. ANTOpUTM MeHepKMeHTY nauienTis i3 IO nonarae B Tomy,
Lo MiC/1s NiAO3PU Ha PO3BUTOK iHFiGITOpa HEOOXIAHUM € MPOBEAEHHS
cneumdiuHoro Tecty betesaa um oro moandikauii HelimereHa, Akui
BUMIPIOE KinbKiCTb iHribITOPIB, BUABNEHMX Y M1a3Mi KPOBi.
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Cepep oci6 3 IOl HeobOXiAHO BUOKPEMIOBATU 3aNeXHO Bif
TUTPY iHribiTopa nauieHTiB i3 HM3bKMM TUTPOM/HM3bKOpearyo-
ynm (0,6-<5 BO/mMn) Ta BUCOKMM TUTPOM/BUCOKOpPEaryioumnm iH-
riitopom (=5 BO/mn). TuTp iHribiTopa BU3HayaloTb 3a CTyrneHem
BiAMNOBIAi Ha CTUMYNALIO IMYHHOT CMCTEMM MaLli€EHTa MOBTOPHUMMU
BBeAEHHAMMN (aKTOPIB 3ropTaHHA KPOBi. Y XBOPMX i3 HWU3bKUM/
HM3bKOpearyluMm TUTPOM iHribiTopa 3amicHa Tepania FVII/FIX
4acTo Aa€ XOpOoLUy BiANOBiAb, AO3BONAIOUN YCMIWHO CNPaBAATACA
3 He3HaYHVMM KpPOBOTEYaMu, Xoda AnA NoJonaHHA Aii iHribiTopa
MOX/MBa noTpeba y BBeAeHHi 6inbluoi KinbKocTi npenapaty. Tak,
BiANOBIAHO A0 CyyacHMX pekomeHgaui OpraHisauii nikapis LieH-
Tpy remoodinii Benukobputanii (The United Kingdom Haemophilia
Centre Doctors’ Organisation — UKHCDO) 2017 p., lIT € ronoBHuUMm
TepaneBTUYHUM MeTOAOM eflimiHaLii iHribiTopa, AKNA peKoMeH-
[OBAHO pPO3MoyYMHaTV ofpasy nicna nigTBepaMXeHHA HaABHOCTI
iHribiTopis, He3anexHo Big TMTPY [5]. OAHAK y MauieHTIB i3 BUCO-
KUM/BrCOKOpearylumm TUTPOM iHribiTopa cTaHgapTHa Tepanis €
HeedEKTUBHO, OCKINIbKM HaBiTb BeNUKa KifbKicTb dakTopa Hel-
TpanisyeTbca iHribiTtopom. Y pifkicHUX BUNagKax, Konv npu BUCO-
KOMY TWUTpPi aHTWUTIN CTaH XBOPOrO CTa€ 3arpo3fivByM, AOLINbHUM
€ BUJaneHHs iHribitopa 3a gonomoroto nnasmadepesy. OgHak Len
3axifi Ma€e TMMYacoBUi edeKT, OCKiNbK/ BBefjeHHA daKTopa CTu-
MyJitoBaTMMe BUPOONEHHA HOBUX iHTIBITOPIB MPOTAroM AeKinbKox
[HiB. BignosigHo, ana 6inblwocTi enizofiB KpoBoTeui XBOpi Ha re-
MO®inito 3 BUCOKMM/BUCOKOPEArytoumM TUTPOM iHri6iTopa NOBUHHI
NMOKNaAaTUCA Ha anbTepPHATUBHI BapiaHTU JTiKyBaHHA. 3a HEMOX/IN-
BOCTi NpoBefeHHA un HeedekTBHOCTI [IT npodinakTuky KkposoTtey
MOXHa NPOBOAWTY MpenapaTtom HedpakToOpHOI Tepanii (emiymsy-
Mab) abo npenapatamu i3 WYHTYIOUUM MeXaHi3MOM Ail, TaKUMM AK
AHTUIHFIGITOPHUI KOArynALiHUIA KoMNNeKc abo peKomMbiHaHTHUI
akTmeoBaHui FVII, AKi matoTb TpmBany iCTOpito 3aCTOCyBaHHA y na-
LienTiB 3 10T, 30kpema Ak cynposig lIT [6, 7] (puc. 2).

PucyHok 2 Anroputm MeHemKMeHTY nauieHTis i3 [OF

HaABHicTb 63KOHTPONbHIX KPOBOTEY Ta BifCYTHICTb BiZANOBIAI Ha BBECHHA 3BNYAITHOT 103K
KoHueHTpatis FVIII/FIX?

Y HaagHuii inribitop go FVIII/FIX?
Tak 4 Hi l

[JIuHamiuxe cnocTepexkeHHa/KopeKLia
pexumy i 403 BBeAeHHA KoHLeHTpatis FVIII/

IIT/Tepania npenapatamu i3 WyHTy4MM

MeXarisom Al FIX, Tepania cynyTHboi natonorii
1
HasBHa BianoBigb Ha Tepanito yepe3 6—12 mic?
Tak 4 Hi L

3MmiHa npenaparis i3 WyHTyluMM

Npogoxutw lIT/Tepanito npenapatamu ) ; .
MeXaHi3MOoM Aii/BMCOKi 031 KOHLEHTpaTiB

13 LYHTYIOUM MeEXaHI3MOM Al FVIII/FIX 3a hakTom KpoBoTeui
1
| [TlocarnyTo epagvKavii iHribitopa?
Tak 1 Hi l
MpodinakTiyHa Tepania KOHLEHTpaTamm Tepanis npenapatamu i3 LyHTylUMM
FVIII/FIX MexaHi3MoM Zii y1 HehakTopHa Tepanis
O
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TECTOBI 3ATIUMTAHHA

(oaviH abo fekinbKa NpaBubHYIX BapiaHTIB BiANOBIAEN HA KOXHE 3anunTaHHsA)

1. Bu3HauTe OCHOBHY KAiHi4YHY Npo6nemy B nikyBaHHi NaLi€HTIB
i3 remodinieto:
O po3BuTOK iHriGITOPHOT popmu remodinii
O po3BuTOK OCTEONOPO3Y
O po3BMTOK anepriyHmx peakuin
O yce Buwe3a3HaueHe

2. Bu3HauTe NpuHUMNN NiKyBaHHA NaLiiEHTIB i3 iHriGiTopamu:
O paHHE po3ni3HaHHA | TOYHa AiarHOCTUKa iHribiTopa
O remocTaTyHa Tepanisa 3a 4ONOMOTOIO LUYHTYOUMX Npenapartis
O epaavikauin iHri6itopa 3a gonomoroto IIT
O 3acTocyBaHHA FOKOKOPTUKOCTEPOIAiB NpY KpoBOTEUAX

3. CyuacHi cTparterii meHefxmeHTY IOl nonaratoTb y:
O epaavkauii iHribiTopa
O npodinaktuui kposoTey
O ycyHeHHi KpoBOTEY MpenapaTamu i3 LUYHTYIOUMM MeXaHi3-
MOM fii
O yci Bignosigi npaBunbHi

4. EpapuvKauis iHribiTopa nonsraey:
O skHanwBMAWOMY 3aCTOCYBaHHHI IIT

O HanABHICTb 6€3KOHTPONBHYX KPOBOTEY, AKi He KynipytoTb-
CA CTaHAAPTHUMM [03aMU KOHLeHTpaTiB $aKTopiB 3rop-
TaHHA

O po3BWTOK KPOMUB'AHKM
O aprtponartis
O yci Bignosigi npaBunbHi
6. T[0NOBHUM TepaneBTUYHMM METOAOM eflimiHaLii iHribiTopa €:
O Benuke opToneanyHe onepaTriBHe BTPYYaHHs
O iHpykuis iMyHHOT TONepaHTHOCTI
O Tepania rniokoKopTMKOCTepOigaMu
O HedakTopHa Tepanin
7. 3a HeMOXNMBOCTI NpoBefeHHA abo HeedeKTUBHOCTI IIT
npo@inakTUKy KPOBOTEY PEKOMEHAO0BAHO NPOBOANTH:
O npenapatamu i3 WYHTYIOUMM MexaHi3MOM Aii UM npenapa-
TOM HedaKTopHOT Tepanil
O rnokokopTukoCcTepoinamm
O popatv fo Tepanii ackopbiHOBY KNCNOTY
O yci Bignosigi npaBunbHi

8. Bwu3sHauTe npenapatu i3 WYHTYIOUMM MEXaHI3MOM Aii:

O  iHdysinHin Tepanii KPUCTANOIAHMMM PO3UMHAMN O aHTHiHriGITOPHMI KoarynAaLinHWUIA KOMMeKC
O 3acTocyBaHHi MMIOKOKOPTUKOCTEPOIAIB O koHueHTpart FVIII
O ycisignosigi npasubHi O pekombiHaHTHUI akTUBOBaHMIA FVII
5. BwusHauTe nepwmnii CUMNTOM, AKWI BKa3y€e Ha PO3BUTOK O koHueHTpar FIX
iHri6iTopa Ao PpakTOpPIiB 3ropTaHHA KPOBI: O yci Bignosigi npaBunbHi
nib
[na oTprMaHHA cepTudikaTta fanTe Bignosigb MowToBa agpeca: iHAeKC
Ha TeCTOBI 3aNMTaHHSA B pexnmi on-line obnactb
Ha cauTi >KypHany paiioH
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abo0 HagiwniTh KCepoKonito CTOPIHOK BynULA
3 BignoBigAMM pa3om 3 KOHTAKTHOO 6yanHOK
iHbopMalLi€to 3a agpecoto: KBapTMpa
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