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IHAYKUiA IMYHHOI TONepPaHTHOCTI: CTaHAApPT
NiKyBaHHA iHri6iTopHOI popmun remodinii

K.B. BinbueBcbKa

HauioHanbHa autava cneuianizoBaHa nikapHa «OxmaTtanT», Knis, YKpaiHa

1Y «lHCTUTYT HeBiAKNaaHoI Ta BiAHOBHOI Xipypril imeHi B.K. l'ycaka HAMH Ykpainn», Kuis, YkpaiHa

CboropHi po3BUTOK iHriGiTopHOI popmu remodinii (IO — opHa
3 HaMbINbLNX NPo6nem y NikyBaHHI NaUieHTiB i3 remodinieto. Enimi-
HaLjif iHribiTOpiB WNAXOM NPOBeAeHHA Tepanii 3a MeTOAOM iHAYKLil
iMyHHOI TonepaHTHOcTi (IIT) — nepLua niHiA Tepanii y nawuieHTiB 3 iH-
ribitopom. Llein meTop nonsArae y yactomy nprisHayeHHi BUCOKMX [03
KOHLieHTpaTy dpakTopa 3ropTaHHs, Wob NpUBYATI OpraHi3m npuiima-
TW NiKyBaHHA 6e3 peakLii Ha Hboro [1, 2]. BinbLwicTb XBOPYX CTaOTb TO-
NepaHTHUMK NPOTArom 12 mic, ane y 6inblu pe3ncTeHTHUX BUMNaAKax
MO»e 3HapobuTnca >2 pokis (puc. 1). TpaguuiiHui nigxig 1T npn me-
HepKMeHTi nauienTis 3 IO nonarae y Tomy, Wo nepea NpoBeAeHHAM
IIT HeobXiAHO YeKaTy <2 POKiB 0 3HUXKEHHA TUTPY iHriGiTopa <10 BO,
3a YMOBW BiICYTHOCTI TAXKKUX KpoBoTeu y nauieHTa. OgHak pesynbra-
™ pocnigeHHa A. Rocino Ta cniBasTopis (2016) nponeMoHcTpyBany,
Lo, No-nepLue, Yac Ao noyatky IIT € BanmMBiLWMM, HiXX BeNMYMHA camo-
ro TMTpy Ha noyatky lIT, Ta, no-gpyre, BiACyTHICTb 3B'A3KY MiX TUTPOM
iHribitopa Ta nouatkom IIT [3]. OTpyMaHi pe3ynbTaTyi CNPOCTyBanM
edeKTMBHICTb TpaguuiHoro nigxoay go IIT. Y 2017 p. onpuntogHeHi
pekomeHpauii OpraHisauii nikapis LieHTpy remodinii Benmko6putaHii
(The United Kingdom Haemophilia Centre Doctors’ Organisation —
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UKHCDO) woao meHeaXMeHTY NauieHTiB i3 remodini€to, B AKUX 3a3Ha-
YeHo, Lo, BiANOBIAHO A0 cyyacHoro nigxoay, lIT pekomeHAaOBaHO no-
YMHaTV AKOMOTa LWBMALLIE, HE3ANIEXKHO Bif TUTPY iHribGiTopa (puc. 2) [4].

MoxnmBocTi enimMiHauii iHribiTopa BMBYalOTb MPOTArOM GaraTbox
pokiB. CborofHi HasBHI AekinbKa npoTokonis Tepanii (tabn. 1). 3aranb-
HOI fiyMKW 3 NUTaHHA OMTUMANbHOrO [O3yBaHHA i yactoty fo3 npw IIT
He iCHYE; 3apa3 NPOBOAATLCA MiMKHAPOAHI AOCNIIKEHHS, W06 NOpPIBHSA-
TV pe3ynbrati 3actocyBaHHA 50 MO i 200 MO. [aHi nitepaTtypu csigyaTb,
Lo HabinbLLIOro NoLmMpeHHA Habynu aBi cxemu |IT: HU3bKO- Ta BUCOKO-
[030BMIN NPOTOKONW, ane faHi nonepeaHix AOChifKeHb NPO BiAHOCHY
edeKTMBHICTb LX CXeM [OCUTb CynepeyunuBsi, WO MoB'A3aHo 3 TUM, Lo
B AOCNIZPKEHHSX 3aCTOCOBYBANN Pi3Hi KpuTepii eheKTMBHOCTI, aHaNi30Ba-
Hi rpynu 6ynu eKBiBaneHTHUMY 1 BUKOPUCTOBYBANW Pi3Hi Nigxoam Ao Te-
panii. Kpim Toro, npu aHanisi pesynbratis epeKTMBHOCTI npotokonis [IT
BaK/IMBO BPaxoByBaTy haKTopy, Lo BNAMBAKOTb Ha il eDeKTUBHICTb.

MakTopw, Lo BNMBaOTb Ha pe3ynbTat IIT:

« 3aranbHonpunHATI dakTopy ycniwHoi IIT:
— iCTOpWYHMI NiK TUTPY iHri6iTopa <200 BO;
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PucyHok 2 Anroputm epagukadii iHribitopa wnsaxom IIT
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— TUTP iHri6iTopa Ha MOoMeHT noyatky IIT <10 BO.

« OnocepepkoBaHi pakTopm ycniwHoi lIT:

— MOYaTOK Y BiLi <6 POKIB;

— MOYATOK NPOTArOM 2 POKiB 3 MOMEHTY PO3BUTKY iHriGiTOpa.

« Hecnpuatnusun ¢paktop nposeaeHHs IIT:

— nigBuULLEHHA TUTPY iHribiTopa >500 BO nicna nouatky IIT.

3 ypaxyBaHHAM uux dakTopis, AaHi gocnigxkeHHa C.E. Etting-
shausen Ta W. Kreuz (2013) go3sonunu 3po6uTy BUCHOBOK, O
y Naui€eHTIB i3 NPOrHOCTUYHUMMK daKkTopamu ycnilwHoi IIT HaaBHMIA
NO3UTUBHMWI pe3ynbTaT WoAo eniMiHaLii iHribiTopa, He3anexxHo Bif
BMbpaHoro npotokony [5]. TakoX BUABMEHO, WO HU3bKOJO30BUIA
npotokon IIT € 6inbl TPUBaNM 3a YacoOM i Ma€ BHULLY 4acTOTy re-
MOpariYH1X eni3ofis NOPIiBHAHO 3 BUCOKOZO30BUM NPOTOKOMOM. Lii
BMCHOBKM CBi4aTb Ha KOPUCTb TOTO, WO Y NaLi€HTIB i3 HeCNPUATAU-
BMMU NMPOTHOCTUYHUMYM PpaKTopaMu nepesara Mac BigAaBaTUCA Bu-
cokopo3osomy npotokony IIT.

PekomeHpaLii LWoAo MOHITOPUHTY TUTPY iHriGiTopa B xogi IIT:

« Ha nouatky IlIT TuTp iHribiTopa HeObXifHO BM3HAYaTU LLOTUK-
HeBO AJ1A BMABNEHHA MiKa iHribiTopa, NoTiM — LWomicayHo ana
ouiHKuM Bignosigi Ha IIT;

-+ npw aHanisi betesga B moandikauii HiimereHa He BUKOPUCTOBY-
BaTuW Mnepiof BiAMUBKY;

+ 3HVPKEHHA TUTPY iHri6iTopa AK MiHIMYM Ha 20% KOXHi 6 mic nic-
NA [OCATHEHHA Mika CBiAYMTb MPO PO3BUTOK TONEPAHTHOCTI
1 He noTpebye 3MiH y Tepanii;

+ NicNA 3HWKeHHA TUTPY iHribiTopa <0,6 BO/Mn BM3HAYeHHs TU-
TPy iHri6iTopa cnifi NMOBTOPIOBATY KOXHI 3 MiC y nepiog Ao 2 po-
KiB MicnA 3akiHyeHHA [IT, noTim — LWwopiyHo.

PekomeHpgaLii Wofo MOHITOPUHIY TUTPY iHriGiTopa nicna 3akKiH-
yeHHA lIT:

+ MOHITOPVHT iHribiTopa B TecTi beTesaa Ta BM3HAUEHHS 3anMLLKO-
BOI akTMBHOCTI FVIII npoBOoAnTbLCA LWOMICAYHO NPOTArOM 6 MiC, MOo-
TiM — KOXHi 2 MiC NPOTArOM POKY, MOTIM Y PyTUHHOMY NOPAAKY;

+ Npwv peunamsi iHribiTopa pekomeHAOBaHO HeraliHe BifHOBNEH-
HA IIT.

BianosigHo fo cyyacHux pekomeHaadin, lIT BBaxatoTb ycniliHO©
TOAi, KON AOCATHYTI Taki MOKa3HMKN: NepCcUCTyounid TUTP iHribiTopa
<0,6 BO/mn, akTMBHICTb BigHOBNEHHA FVIII >66%, yac HaniBB/BeAEH-
HA FVIII 26 rop y gopocnux Ta =7 rog y Aiteit. PileHHA Npo 3ynuHKY
IIT noBUHHO GYTV NPUINHATE, KON TUTP iHribiITOpa He NiaBuMLLYyBaBCA
>20% y Mexax 9 mic Bif noyaTKy nikyBaHHA Yv JOCArHyTa xo4a 6 yacT-
KOBa BiANOBifb Ha NliKyBaHHA Y Mexax 33 mic [6, 7] (Tabn. 2).

Takum ymHom, [IT — neplua niHia Tepanii'y nauieHTis 3 IOr, Aka 3a-
6e3neuye enimiHaLito iHri6iTopa. OaHakK, He3BaXKaloun Ha edpeKTuB-
HicTb IIT, uen meTon AeMoHCTpye HeedeKTMBHICTb Y 30% BUNaAKIB.
Kpim Toro, IIT nos’A3aHa 3 H13KO HEAONIKIB, BK/IOYHO 3 MOTPeOHOLo
y MOCTINHOMY BEHO3HOMY AOCTYNi Ta iHEKLiAMM, acoLiioBaHNMM i3
3ac06amMm LieHTPanbHOro BEHO3HOTO AOCTYMY, MPUXUNbHICTIO navi-
€HTIB 10 NiKyBaHHA Ta AOCTYMHICTIO NpenapaTy dakTopa 3ropTaHHA.
OcTaHHE 3yMOBUWIIO HeloCTaTHE 3acTocyBaHHA IIT y 6inbLiocTi KpaiH,
30Kpema i B YKpaiHi, o NoB'A3aHO 3 HeJOCTaTHIM 3a6e3neyeHHsMm
dbaKTopamy 3ropTaHHA KPOBi Ha AyLlly HaceneHHA. 3a gaHumu lpo-
MaJCbKoi opraHizauii iHBanigis «BceykpaiHcbKe ToBapucTBO remodi-
nii», 4o 2017 p. piBeHb 3a6e3neyeHHs VIl pakTopom 3ropTaHHs Kpo-
Bi B YKpaiHi ctaHoBuB 0,8 Of./pik Ha AyLly HaceneHHs, ToAi AK, 3rigHo
3 Hopmamu BcecBiTHboOI depepadii remodinii (World Federation of
Hemophilia — WFH), gns 3a6e3neyeHHs BUXXMBaAHOCTI MaLi€HTIB i3
remodinieto HeobxigHMIN piBeHb He HXXuMn 1 Op./pik. BignosigHo,

Tabnuusa 1 lIT-npoTokonu Tepanii npu remodinii A
1IT-npoTokonu Tepanii npu remodinii A
Mpotokon Lo3a

boHcbKmit npotokon/ 100-150 MO FVIII/kr macu Tina KoxHi 12 rop

BUCOKOA030BMUiA CynyTHE NiKyBaHHA i3 3aCTOCYBAHHAM NPENapaTiB i3 LYHTYIOUNM
MexaHi3mom Aii (aPCCabo rFVIla ggivi Ha fo6y), BignosigHo
[0 TeHfeHLLii KpoBoTeY

Bucokopo3oBuii 200 MO FVIII/Kr koxHi 24 ron

(CepenHbOA030BMIA 100 MO FVIII/Kr uiopeHHo

van Creveld (ronnaua- 25-50 MO FVIII/kr uepe3 aeHb

CbKIAI)/HU3bKOA030BMIA

aPCC— aHTuiHri6iTopHuit Koarynaviituii komnnekc; rFVIla — pekombiHaHTHuiA akTuBOBaHMIA FVII.

Tabnuusa 2 BapiaHTy MOXNUBUX pe3ynbTaTis IIT

Pe3ynbratu 1T

E¢ekTuBHicTD 3HaueHHA NoKa3HUKa

Yeniwna T Kpwrepii ycniwHoi 1T:
« TUTp iHri6iTopa <0,6 50/Mn (BUABNEHMiA Y >2 MOCNIOBHX AOCNIZKEHHSAX)
« HopMani3avjis Noka3HuKa BigHOBAEHHA: >66% npoTArom =2 Mic

- HOpMani3aLlia nepiofy HaniBBUBEAEHHA: >6 rog

Yactkosuii yenix IIT - HasBHi 2 i3 3 kputepiis ycniwwHoi 1T

Yactkosa Bignosigb  HaaBHuii 1i3 3 kpuTepiis yeniwHoi IIT

BincytHa Bignosiab  Hemae xogHoro i3 kputepiis ycniwHoi IIT npotarom =12 mic

3a HEMOXNNBOCTI NpoBefeHHsA un HeedbekTnBHOCTI lIT, npodinakTu-
Ky KpOBOTEY peKOMeH[OBaHO MPOBOAUTU NpenapaTom HedaKkTop-
HoT Tepanii (emiun3ymab) abo npenapaTamm i3 LWYHTYOUMM MeXaHi3-
MoM fii, Takumm sk aPCC abo rFVlla, 3okpema Ak cynposig [T [8].
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TECTOBI 3ATIMTAHHA

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

Bu3sHauTe dakTopu, Nos'a3aHi 3 ycniwHoio IIT:

O ictopuunwmii nik TTPY iHribiTopa <200 BO

O ictopuuHnia nik TuTpy iHriitopa <50 BO

O TwTp iHribiTopa Ha MomeHT nouaTky IIT <10 BO
O TwTp iHribiTopa Ha MomeHT nouaTky IIT >20 BO

o HecnpuaTnnemx dpakTopiB NnpoBeseHHA |IT BigHOCUTbCA:

O nigBuweHHs TUTPY iHriGiTopa >500 BO nicna novatky IIT

O 3HWKeHHA TUTPY iHriGiTopa <10 BO

O 3HwKeHHA TUTPY iHribiTopa <0,6 BO/Mn

O yci signosipi BipHi

BusHaute kputepii ycniwHoi IT:

O tutp inribitopa <0,6 BO/mn

O Hopmanizauia NokasHUKa BiZHOBNEHHSA =66% NPOTATOM >2 MiC
O Hopmanizauin nepiogy HaniBBrBeAeHHA >6 rog

O Twrp inHribiTopa >0,6 BO/mn

YactkoBa Bignosigb Ha IIT BU3HaYa€ETbCA NPU HAABHOCTI:
O 133 kputepiis ycniwHori [IT

O ycix Tpbox Kputepiis ycniwHoi IIT

O 233 kpwutepiis ycniwHoi lIT

O BigcyTHOCTI )ofHOrO 3 KpUTepIiB ycniwHOi IIT
Bucokopo3zosun npotokon IIT xapaktepusyerbca:

O BeegeHHam FVIII/kry go3si 200 MO

O BeegeHHam FVIII/kry gosi 25-50 MO

O BBegeHHam FVIII/kry gosi <100 MO

O yci Bignosigi BipHi

Akni i3 npoTtokonis IIT nepepbayae 3acTocyBaHHA NpenaparTis

i3 WYHTYOUMM MexaHi3Mom Aii?

O BoHcbKMI NPOTOKON/BUCOKOA030BMI

O cepenHbO[030BMIN NPOTOKON

O HW3bKO#O30BUI NPOTOKON

O yci signosigi BipHi

3 AKOO YaCTOTOK PEKOMEH0BAHO MPOBOAUTN MOHITOPUHT

iHribiTopa Ha novatky IIT?

O wotmxHeBO

O wopeHHO

O womicauHo

O koxHi2ron

3 AKOIO YaCTOTOK PEKOMEHAO0BaHO MPOBOANTY MOHITOPUHT

iHri6iTopa nicna 3akiHyeHHA [IT?

O womicAYHO NpoTaArom nepwmx 6 mic, gani KoxHi 2 mic npo-
TATOM POKY, Aani B pyTVHHOMY NOPAAKY

O wotuxkHeBO NpoOTArom 1-ro poky, fani B pyTUHHOMY no-
PAAKY

O womicAYHO NPOTArom NepLumx 2-x poKis

O yci signosipi BipHi

[na oTpMaHHA cepTudikaTa fanTe Bianosigb
Ha TeCTOBI 3aMMTaHHS B pexxmmi on-line

Ha CanTi >XypHany
www.umj.com.ua
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