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2KomyHanbHe HekoMepLiiiHe NiANPUEMCTBO «XMelbHMLbKa obnacHa NikapHaA», YKpaiHa

lemocTaTnyHa Tepania 6yna i 3anuWaeTbCcA OCHOBHUM METOLOM
NiKyBaHHA Ta NpodinakTuKn remopariyHux yCknagHeHb y XBOPMX
Ha remodinito, cydyacHi cTpaTerii AKOi NonAralTb Y 3aCTOCYBaHHI
NNasMoBUX Ta PeKOMOIHAHTHUX KOHLIEHTPaTIB $aKTopiB 3ropTaHHA
KPOBI Ta Mpenaparis i3 WYHTYIOUMM MeXaHi3moM gii. Kpim 3amicHoi
Tepanii, MOX/VBe 3acTOCyBaHHA MpenapaTiB, Aia AKX 6asyeTbca
Ha 3[aTHOCTI MiABULLYBaTV aKTUBHICTb 3ropTaHHA KPOBI 3a JONOMO-
roto 3amileHHsA GyHKUIT BifCyTHiX GaKTopiB, Tak 3BaHa HedaKTopHa
Tepania. KoxkeH i3 Lunx BUAiB Tepanii Ma€ HU3Ky nepesar Ta HeJoni-
KiB. Tak, paKkTopHa Tepania CynpOBOAXKYETbCA PU3NKOM PO3BUTKY
iHri6iTopHoi dopmum remodinii (IO), Wo xapakTepr3yeTbCA YTBOPEH-
HAM iHFiGITOPHUX aHTUTIN JO daKTopiB 3ropTaHHsA KPOBI.

Konu ¢daktopHy Tepaniio nulie noyvMHanu 3acTocoByBaTy, Hail-
TAXYUMU 1T yCKNaAHEHHAMM BBaxanu iHQiKyBaHHA reMoTpaHCMICMB-
HUMM iHpeKLisMN Ta IHKONIM — BUpakeHi anepriyni peakuii. CborogHi,
KOMM KOHLEHTPATK GpaKTopiB 3ropTaHHA MigAaloTbeA BifNOBIgHIN Bi-
PYCHIl iHaKTVBaLi, HANOINbL BUPaXKeHUM YCKaAHEHHAM Npu NiKy-
BaHHi remodinii BBaxkaeTbcA po3BuToK IOI [1]. IHribiTopn BigHOCATDL
[0 aHTUTIN iIMyHOrNo6yniHiB G, AKi HeNTpani3yloTb GpakTopy 3ropTaH-
HA. MexaHi3m ii iHri6iTopa nonarae B ToMy, WO aHTUTINO NPUKpinio-
eTbea po FVIIlabo FIX (pigko — po FVIII Ta FIX) i HeliTpanisye un npurHi-
Yye NOro NpoKoarynALinHy akTUBHICTb, @ TAaKOX CTUMYJIOE JOAaTKOBE
NpoAyKyBaHHA aHTUTIN. Y pe3ynbTaTi BifOyBa€eTbCA 3pOCTaHHA akTUB-
HOCTI iHFBITOPHYX aHTUTIN Y LMPKYJIOIOYi KPOBI NaLlieHTa, Lo fabo-
PaTOPHO NPOABAAETLCA NiABULLEHHAM TUTPY iHribiTOpiB (puc. 1). Bia-
OyBa€eTbCA iHaKTMBALiA GpaKTOPIB 3ropTaHHA KPOBI, L0 He JO3BONSAE
NPOBOAUTY afieKBaTHOI haKTOpHOI Tepanii. KniHiYHO Lie NpoABNsETb-
CA BiACYTHiCTIO a0 HeOCTaTHICTIO reMOCTaTUYHOI BiANOBIA Ha NiKy-
BaHHA npenapatamun GaKTopiB 3ropTaHHA KPOBI, AKi 3aCTOCOBYIOTH B
pekoMeHA0BaHUX MPOTOKONaMK 3 JliKyBaHHA remodinii gosax. Tax-
KicTb nepebiry remodinii nocmnioeTbes, a KpoBoTeui HabyBaloTb Mano-
KOHTPOJIbOBAHOrO xapaKTepy [2]. Y 38'A3Ky i3 TpygHOLLAMUN KOHTPOJIIO
eni3oaiB KPOBOTeUi y MauieHTIB 3 iHribiTopamy NiABULLYETbCA PU3UK
Cepio3HMX eni3ofiB KPOBOTeY, 30Kpema B cyrnobu. MatonoriyHi npo-
Liecu, AKi BUHMKatoTb y Cyrnobi BHACMifoOK KPOBOBUIIMBY, BN/IMBAOTL
OfMH Ha OAHOrO, MOXYTb BiAbyBaTMCA NapanenbHo abo NocNiAoBHO
i Npr3BOAATL A0 CneundiYHOro ypaxeHHs cyrnobis — remodiniuHoi
apTponarii, Aka € OCHOBHO MPUYNHOLO iHBanigu3aLii Ta BTpaTu npa-
Lie3aaTHoCTI oci6 i3 remodinieto.

PucyHok 1 3B'A3yBaHHsA iHribiTopa 3 FVIII

IHri6ito
Vil :
1y

_<T
3B'a3yBaHHA iHribiTopom FVIII

Y 6inbwocTi nauieHTis i3 IO iHri6iTOp BUPOOAAETHCA NPOTATOM
nepLmx 50-75 fHiB BBeAeHHA NpenapaTis ¢pakTopa 3 MaKCVManbHIM
pu3nkom Ha 10-20-Te BBefeHHs. Lle 03Hauvag, Lo iHribiTopn B OCHO-
BHOMY BMPOONAOTLCA Y AiTen i3 TAXKo dopmoto remodinii, xoua
BOHW MOXYTb BUPOOAATMACA B HACTYMHI POKM XUTTA | Y XBOPYX 3 Nier-
KOt abo NomipHOI0 popMoIo, K He MOTPebyoTb HACTINBbKM YacToro
nikyBaHHA. He3Bakatoumn Ha 6araTopiuHi JOCNigKeHHA B ranysi rema-
Tonorii, NprnYnHa po3suUTKy |OI 3anMLWaeTbca [0 KiHLA He 3'ACOBaHOI0.
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MpoTe pPO3BUTOK iHrIBITOPIB, IMOBIPHO, 3aNeXNTb Bif FEHETUYHNX,
€KOJOriYHYIX | MOB'A3aHNX i3 NiKyBaHHAM (aKTOPIB, BKIIOYHO 3 CiMeit-
HVM aHamMHe3oMm |OT, HasaBHICTIO cepino3HUX AedeKTiB reHa dakTopa
3ropTaHHA KPOBI, ETHIYHOIO NPUHaNEXHICTI0 XBOPOro (adprKaHCbKMUI
POAOBIA) Ta paHHIM IHTEHCUBHUM NiKyBaHHAM BUCOKVMY AO3aMU KOH-
LeHTpaTiB pakTopa 3ropTaHHA Kposi (ocobnuso nepmmu 50 go-
3amu) (puc. 2). Tak, AaHi nitepatypw cBifuaTh, WO Npu TAXKIN Gopmi
remodinii A iHribiTop Po3BUBAETLCA B CEPefHbOMY [10 3 POKIB XKUTTS,
TOAi AK NpY CepeHbOTAXKKIN Ta nerkii dopmi — 6nvkye go 30 po-
KiB, i HaCTO cnocTepiraeTbCA Npu iHTeHcMBHOMY nlikyBaHHI FVIII nig vac
XipypriyHoi onepadii. MowwupeHicTb iHribiTopiB y nonynauii Xxsoprx
Ha remodinito A moxe pgocsiratn 13%, npu remooinii B— go 5%.

Pucynok 2 ®akTopw, noB'A3aHi 3 po3sutkom IO

YuHHUKM, NOB'A3aHI YuHHUKM, NOB'A3aHI
3 nauieHTom 3 NiKyBaHHAM
EtHiunice — Kinbkictb aHiB ekcno3uuii FVIII

CimeiiHuit aHamHe3 iHribiTopis — Bik npu nepuuiii ekcno3uwii koHuentpary FVIII

MyTauia VIl —

IHri6iTop

Monimopdi3m rexis imyHHoOro IHTeHcMBHMI BB KoHLeHTpaty FVIII

P
-
«  (ynyTHA iHdeKwia/cTaH 3ananeHHsa
P

BiAryKy -

Tun BUKOpuCTaHoro KoHweHTpary FVIII

Kpim Toro, Ha yacToty po3suTKy IO Mose BrnvBaT1 Cnoci6 nikysaH-
HA NaLjeHTIB i3 remodinieto. Tak, AaHi nitepaTypw CBigYaTh, WO Npodinak-
TUYHE NiKyBaHHA MOB'A3aHE 3 HMXKYOK YaCTOTOI PO3BUTKY iHribiTOpIB
MOPIBHAHO 3 NiKyBaHHAM «3a BUMOTOIo». Lle TBepaeHHA rpyHTYeTbCA
Ha rinoTesi Npo Te, L0 3arasbHWM PY3MK PO3BUTKY iHFGITOPIB MOXe Bifo-
6parkaTicA piBHEM CUrHaniB, OTPUMaHKIX iMyHHOIO CcricTemoto. Bignosia-
HO, MOXXHa MPUWMYCTUTK, O NiKyBaHHA «3a BYMOTO0» MOXe Npu3BecTu
[10 YaCTILIOro PO3BUTKY iHrGITOPIB MOPIBHAHO i3 NPOGINAKTUYHIM NiKy-
BaHHAM. Tak, y gocnigeHHi M. Morado Ta cnisasTopis Ha npuknagi 50 ai-
Tel i3 TAXKOIo popmoto remodinii A NpoaeMOHCTPOBaHO, Wo 'y 15 (79%)
i3 19 fiTen, AKi NikyBanMcA «3a BUMOTOIO», BUPOOAANMCA iHribiTopn
o FVIIl, nopiBHAHO 3 31 naujieHToM, AKWIN OTprMyBaB NpodinakTnyHe
nikyBaHHs [3]. Pesynbrati iHWOro gocnigxeHHaA 3a yyacTio 183 navjieHTis
i3 remodinieio npoaemMoHcTpyBany, Wo y 10% nawieHTiB rpynu, y4acHu-
K AIKOT OTpUMYyBanu NpodinakTnyHe NikyBaHHS, PO3BMBANMCA iHribiTopu
NopIBHAHO 3 45% NaLjieHTIB rpynu NikyBaHHA «3a BUMOroio» [4].

I®r 3a3BUYaii [iarHOCTYIOTb, KOSIM XBOPUIA abO UneHn noro cim'i
NoMmiyatoTb, Lo reMocTaT!yHa Tepanisa CTa€E MeHLW epeKTNBHOL, HiX
3a3Buyait. O3Hakamy i cumnTomamm po3suTKy 0T e:

+ MicnA BBEAEHHSA 3BMYAHOI 03U KOHLIeHTpaTiB ¢pakTopa 3rop-

TaHHA KPOBi KPOBOTeYa He 3yNMUHAETbCA ofApasy;

+ MNpuU3HayeHe BIAMOBIAHO O MPOTOKOJIB NiKyBaHHA CTa€ BCe

MeHL epeKTUBHUM;

+ KpoBOTeYa BCe TAXKYe 3yMNNHAETbCA.

MNMonepepHin piarHo3, BCTAaHOBNEHWUI Ha NiACTaBi O3HaK i CUMM-
TOMIB, L0 BKa3ytoTb Ha BUPOONEHHs iHribiTopis, HeobXiaHO NiaTBEp-
IPKyBaTVl MOBTOPHVMY 11abopaTOPHUMU [OCHIAXKEHHAMN. Takox
iHriGiTOp MOXe OyTV BUABNEHMI Nif Yac NNaHOBOrO OrNAAQY, AKUNA
NpoBOAATb 3 METOI NePiIOANYHOI KOMMIEKCHOI OLiHKIM CTaHy nawi-
€HTa M03a 3aroCTPeHHAM 3axBopiloBaHHA. HasaBHicTb iHribiTopa 3a-
3BUYAN NiTBEPAKYETLCA cneyndiuHNM aHani3oM KpoBi, Tak 3BaHUM
KnacuyHum Tectom betesga um mogudikadii HemereH, Ak BUMi-
PIOE aKTUBHICTb iHTiGITOPIB, BUABNEHUX Y MNAa3Mi KPOBI Ta BUpaXa-
€TbcA B ogmHuuax betesga (6O/mn) abo tutpi betesga. 3a 1 ognHu-
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uto iHribitopa (BO) npriimatoTb Taky MOro KibKiCTb, AKa iHaKTUBYE
50% popaHoro FVIII (IX) B 1 mn nna3mu kposi. Ana Bepudikadii iHri6i-
Topa HeobXifHe NOro NOBTOPHE BU3HAYEHHA 3 iHTepBanom B 1 TV,
No3nTMBHMM BBaxatTb pe3synbrat >0,6 BO (npu gocnigKeHHi Tec-
Tom beTe3pa B moandikauii Helimerera) [5, 6].

AKTUBHICTb iHri6iTopa BUMiptoeTbca B BO/M i Ha3MBa€ETbCA TUTPOM
iHriGiTopa. Yvm BULLWA TUTP, TUM CUIbHILLA peaKLif iHriGiTopa Ha pakTop
3ropTaHHA. Ha OCHOBI TUTPY MOXHA PO3PI3HATY iHTIGITOPY 3 BUCOKUM
i HM3bKUM TUTPOM. BignogigHo, oci6 3 IO HeobxiaHO po3noainATy 3a-
NIeXHO Bif TUTPY iHribiTopa Ha NaLieHTIB i3 HM3bKMM TUTPOM/HU3bKOPE-
arylouvim Ta BUCOKUM TUTPOM/BMCOKOPEArytloumm iHriGiTopom (tabnmuis).

BignosigHO Ao cydyacHWX ranpnaiiHis, BMPOOMEeHHA iHribiTopa
MOBMHHO Nepen6ayaTnca y 6yab-AKOro XBoOporo 3 remodisnieto, AKNin
He pearye Ha 3BMYaliHy reMOCTaT1yHy Tepanito. PU3nK BUHMKHEHHSA
iHri6iTopa 0bepHeHO MPOMOPUIiHNIA TPUBANOCTI 3amicHOT Tepanil.
Tak, AnA paHile He NiKoBaHKX NaLieHTIB pu3mnK po3BuTKy IOl cTaHo-
BUTb 30% y nepui 20 AHIB eKcno3uuii, Todi AK y NauieHTiB, AKi paHi-
we nikyeanuca, — <10% y nepwi 20-50, 3-5% — 50-150 1a 0,3% —
>150 pgHiB ekcrno3udii [7] (puc. 3). BcecBitHa depepauia remodinii
(World Federation of Hemophilia — WFH) 3a3Hauae Baxnusictb pery-
NIAPHOTO CKPUHIHTY iHriGITOPIB y AiTeN i HELWOAABHO AiarHOCTOBAHNX
[opoCcnnx mMix nepLuoto Ta 50-10 go3oto. HaBiTb nicna Toro, Ak XxBopi
OTPUMaIOTb CBOIO 50-Ty JO3Y, BOHW MOBUHHI MEpeBipATMCA Xoua 6u
2 pa3u Ha piK, NoKuM He oTpumatoTb 150-200 f03, i xoua 6 1 pa3 Ha pik
nicna yboro. TecTyBaHHA Ha iHriGITOpY Mae TakoX MPOBOAUTUCA MO-
BTOPHO nepep 6yAb-AKMMU iHBa3UBHUMM XipypPriYHUMIM onepauisamm.

PekomeHpaUii LOAO NpoBeAeHHA TeCTyBaHHA Ha iHri6iTop:

+ nepep MNiaHOBNMM iHBa3UBHUMY NpoLeasypamu;
+ KOMW KJiHiYHa um nabopaTopHa BiAMOBiAb HA 3aCTOCYBAHHA

KOHLIEHTpaTy HVXK4e ONTMMasibHOI;

« [0 Ta nicnAa 3amiHy npenaparty;

+ yepes 2-3 TUK NiCNA iIHTEHCUBHOIO NiKyBaHHS;

« =5 HiB eKcno3uuii Yn onepaTuBHUX BTPYYaHb;

'y nicnAonepayiiHuii nepiof y pasi BUHUKHEHHA KNiHIYHO 06-

IPYHTOBaHOI NiJo3pu.

PucyHok 3 PU3UK BUHUKHEHHS iHTi6iTOpIB

30
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0 15-20-te
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[0 200
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Ockinbku npwu IOl BigcyTHA BiANOBIAb Ha TPaAWLiiHy reMocTa-
TUYHY Tepanito, NPU MeHeXXMeHTI NaLi€HTIB L€l rpynu BaXKnnBum
€ paHHE BU3HaueHHs iHribiTopa 3 meTolo Noro epaaukadii. Mpose-
[IeHHA PAHHbOIO TeCTYBaHHA Ha HAABHICTb iHribiITOpa 3 MeTol Noro
BM3HAUYeHHA Ta epaguKaLii moKasaHe:

« [NA gopocnux ocib i3 >150 gHiB ekcno3uuii;
« AKLUO BiACYTHA BiANOBIAb Ha 3aMiCHY Tepanito NpenapaTtom gpakTopa;

« nicnAa onepaTMBHUX BTPYYaHb;

« MicnA iIHTEHCMBHOTO NiKyBaHHA;

+ y AiTen iHri6iTop cnig nepesipaTn Yepes KOXHI 5 AHiB fo 20-ro,
KOXHi 10 MiX 2-m Ta 50-m gHAMN eKkcno3uuii Ta =2 pasiB Ha pik
no 150 aHie ekcrnio3unuii [8].

Tabnuus Po3nogin nauieHTiB i3 HasBHICTIO iHriGITOpa 3aNeXHOo Big TUTPY
Tutp (60/mn) InTepnperauia
<0,6 He BuABnexo
0,6-<5 Hu3bKwit TUTp/HU3bKOpearytounii iHribitop:
« MOXHa nogonatu joaatkosum seegeHHam FVIII
* BiZACYTHE 3HauHe NiABULLeHHA iHribiTopa micnA AeKinbKox AHIB BBEAEHHA
npenapary
« iHOZi MUHAE CAMOCTIIiHO
=5 Bucoknit Tutp/Bucokopearytounit iHriditop:

« FVIIl HeedekTuBHMIA

« LUBMAKE NiABULLEHHA TUTPY iHribiTopa nicna BBeAeHHA dakTopa

« TUTP MOXe 3HU3UTUCA, AKLLO NALEHT NPOTATOM TPUBANOTO Yacy He Byae
maty nnus FVIII

Takum yrHom, IO € ofHUM i3 HaCepMO3HILLMX YCKNajHeHb 3a-
MiCHOI reMocTaTUuHOI Tepanii remodinii, Wo He [O3BONAE NPOBOAN-
T afleKBaTHe NiKyBaHHA npenapaTtamu $pakTopiB 3ropTaHHA KPOBi Ta
YCKNAAHIOE TAXKKICTb KNiHiuHOro nepebiry remodinii [9]. CBoevyacHe
BUABMIEHHSA iHriGITOpa JO3BONAE MPOBECTY KOPEKLiO NiKYBaHHS, L0
CMPUAE KOHTPOIO reMopariyHnX yCknagHeHb 3axBOPIOBAHHSA, 3ano-
6iraHHI0 PO3BUTKY apTPOMaTIl | NONINLWEHHIO AKOCTI XXUTTA NaLlieHTa.

O
3a nigTpumkm TOB «Takena YkpaiHa»
VV-MEDMAT-37150
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TECTOBI 3ATIMTAHHA

(ooviH abo fekinbKa NpaBUbHYIX BapiaHTIB BiAMNOBIAEN HA KOXHE 3anunTaHHsA)

1.

OCHOBHVM MeTOLOM NiKyBaHHA Ta MPOdiNakTnKM reMopariyHmnx
YCKNagHeHb y XBopux Ha remodinito 6e3 iHribitopa €:

O dakTopHa Ta HedakTopHa Tepanis

O rnokokopTUKOCTEPOIAN

O iHAyKuUia iMyHHOT TONnepaHTHOCTI

O yci Bignosigi npaBunbHi

O yci Bignosigi npaBunbHi

BusHauTe o3Haku Ta cumntomu |QOT:

O kpoBoTeua nicns BBeAEHHS 3BMYANHOI JO3M KOHLEHTPATIB
daKTopa 3ropTaHHA KPOBi He 3yNNHAETbCA oapasy

O d¢akTopHa Tepanis, ska Jonomarana paHille, CTa€ BCe MeHLU
edpeKTBHO

2. |Or xapaKkTepun3yeTbca: O «kpoBoTeua Bce TAXKYE 3YMUHAETLCA
O yTBOpPEHHAM iHriGITOPHOro aHTWTINA JO PpaKTOPIB 3ropTaH- O yci signosigi npasumbHi
HA KPOBI L . . .
HasBHicTb iHrib6iTopa NiaTBEPAKYETHCA CneundiyHUM aHanizom
O yTBOpPEHHAM aHTWMKOAryNsHTHOTO KOMMIEeKCY renapuH/aH- KDOBI:
] posi:
TUTPOMOGIH . - .
) ) ) O Tectom bete3ga um inoro moandikauieto HelimereH
O npopykuieto engoTeniem TKaHVMHHOIO akTBaTopa GiGPUHO- L .
nizy O «kinbkicTb pibpuHOreHy
S . . O Ttpom6iHOBWMIA yac
O yci Bignosiai npaBunbHi P A N .
O npotpombiHoBMiA Yac 3a Quick
3. Bu3sHauTe pakTOpU pr3KKY, MOB'A3aHI 3 PO3BUTKOM iHribiTopa: o
O cimelinui anamues [OF Konu pekomeHa0BaHO NPOBOAUTY TECTYBaHHA Ha iHribiTop?
O iHTeHCKBHe NiKyBaHHA KOHLIEHTpPaTaMu GpaKTopa 3ropTaHHsA O nepen n.na?HOBMMM IHBasVIBHAMM |"|pou§,qypaM|/|
KPOBi y BUCOKMX A03aX O konu kniHiuHa Y nabopaTopHa BiAMOBIAb Ha 3aCTOCYBaHHA
O KinbKicTb gHiB eKcrosnwii KOHLEHTPATY HMX4a ONTUMasnbHOT
O yci signosiai npaswnbHi O po T1a nicns 3amiHy npenapary
. o O yci Bignosigi npaBunbHi
4. MexaHi3m gii iHribiTopa nonsArae B Tomy, LWo: ) S
O aHtuTino npukpinnioetbca fo FVIII abo FIX i HelTpanisye CKPUHIHT Ha HAABHICTL THIGITOPIB pekomerAoBaHo
iioro NpOBOANUTY:
O aHTnTinO GiKCYeTbCA Ha eHpoTenii A0 aHTUKOAryNAHTHOMO O mix 1-t0 Ta 50-to 403010
KOMMIeKCy renapuH/aHTUTPOMGIH O npw BUHUKHEHHI NPOCTYAHNX 3aXBOPIOBaHb
O aHTtUTINO CNpuAe npoayKLUii okcmay a3oTy AK GpakTopa Baso- O uepes peHb
aunatauii O nuwe y pitein Bikom <6 pokis
nib
[na oTpumaHHA cepTudikaTta fanTe Bignosigb MowToBa agpeca: iHaeKc
Ha TeCTOBI 3aMMTaHHA B peXxnmi on-line obnactb
Ha cauTi >KypHany parioH
www.umj.com.ua micTo
ab0 HagiWniTb KCEPOKONMit0 CTOPIHOK BYMUA
3 BiANOBIAAMYN Pa30M 3 KOHTaKTHOI 6yanHOK
iHbopMmalli€to 3a agpecoto: KBapTMpa
01001, Knie-1, a/c «B»-82, TOB «MOPIOH» TenedoH
E-mail
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