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MpodinakTKa KpoBoTeY y XBOpUX Ha remodinito
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AHorTauisa. BegeHHs nauieHTiB i3 TAxkKo Gpopmoto remoodinii A i B 3anunwaetbca cknagHow npobiaemoro KNniHiuHOT MeguUyHY, WO 3yMOBJIEHO
BUCOKOI YaCTOTOK PO3BUTKY aHTUTIN NPOTH AediunMTHUX GpakTopiB. BUpilleHHAM nuTaHHA Moxe OyTI 3aCTOCyBaHHA Npenaparis i3 WYHTYto-
YMM MexaHi3MoM fii, a came akTMBoBaHoro entakory anbda (rFVIla) Ta aHTWiHriGITOpHOro KoarynauinHoro Komnnekcy $akTopis 3ropTaHHA
kposi I, VII, IX, X. EpeKTVBHICTb 3aCTOCYBaHHA aHTUIHMGITOPHOrO KoarynsLiniHOro KoMriaeKkcy AoBeAeHa MidKHapOAHVMI PaHAOMI30BaHUMM
KNiHIYHUMY JOCTIPKEHHAMY, BifNOBIAHO JO AKMX BOHA CTaHOBUTb 6n13bko 80%. Baromoto 110ro nepesaroto € TprBanuii Nepiog Hanisposmna-
Ay — Ao 8-12 rop. I3 cyyacHOT TOUYKM 30pY, BaX/VBE 3HAYEHHSA MalOTb MPUHLIMIN 3aCTOCYBaHHA aHTWIHFGITOPHOrO KoarynAaLinHOro KoMnneKkcy
3 MeTOI NpeBeHLii enizofis KpoBoTey. BignosiaHO [0 pe3ynbTaTiB MiXKHAPOLHMX PAaHAOMI30BaHMX KNiHIYHUX AOCTIAMKeHb MaKCUMasibHO edek-
TVBHUM € NPodinakTUYHe NOro Npr3HaveHHs, Ake nependbayae BBefeHHA y fo3i 80-85 MO/Kr macu Tina 3 pa3u Ha TUXKAEHb.

Kntouosi cnoBa: npodinaktika KpoBoTey, iHribiTopHa popma remodinii, LUyHTYIoUNIn MexaHi3M Aii, aHTUIHFIGITOPHWI KoarynALiNHMN KOMMEKC.

Ha cborofHi ocCHOBHUM MeTOAOM NliKyBaHHA Ta NPodinakTyKy remo-
pariyHnX ycKnagHeHb y XBOpUX Ha remodinito 3anuLlaeTbca reMocTaTiny-
Ha 3amicHa daKTopHa Tepanis, Aka peaniyeTbcaA WIAXOM 3aCTOCYBaHHSA
M1a3MOBUX Ta PEKOMOIHAHTHIX KOHLIEHTPaTIB GpaKTOpiB 3ropTaHHA Kpo-
Bi (O3K) Ta npenaparis i3 LyHTyoUMM MexaHi3mom fji [1, 2].

MpodinakTnyHe nikyBaHHA KPOBOTEY y AOPOC/VX XBOPWX Ha re-
Modinito nonAra€ y BHyTPILLHbOBEHHOMY BBe[leHHi KoHLeHTpaTiB O3K.
MeToto npodinakTmkm € nepeBefeHHs TAKKOI popmmn remodinii y ce-
pPenHbOTKKY, AOCAralouM MiHiManbHOro piBHA AediuutHOro dpaktopa
>2%, a B fieAKNX BUNagKax — i B nerky popmy (>5%) [2]. Lie possonutb
ronepeanT PO3BUTOK reModiibHOI apTPONaATIl, 3HU3UTY YaCTOTy reMo-
pariyHuX eni3ofiB i UMK PO3BUTKY TAXKKUX YCKNaAHeHb. Taknum YHOM,
NaLieHT OTPUMYE MOXNMBICTb BiYYTV CBOOOAY AilA, BMEBHEHICTb, He3a-
NEXHICTb Bifl 3aXBOPIOBAHHS, LLIO 3HAYHO MOKPALLY€E AKICTb XKUTTA.

MpodinakTnka KpoBoTeY Y XBOPUX Ha remodinito Moxe ByTu nep-
BUHHOI abo BTOpMHHOM. MepBrHHa NpodinakTMka — [OBroTprBane
NiKyBaHHA XBOPUX i3 TAXKOlO dpopmoto remodinii A i B, Aka 3a3Buyan
MOYNHAETHCA Y BiLli 1-2 POKM A0 NOABM KNIHIYHUX CUMMTOMIB 3aXBOPIO-
BaHHA | TPVBAE LLOHAMMEHLLE [0 3aKiHYeHHA POCTY KICTOK. [epBMHHO0O
MOe Ha3MBaTMCA NPodinakTKa He3anexHo Bif BiKy Y XBOPYX, AKi Ma-
l0Tb B aHaMHe3i BUK/OYHO reMapTpo3. BroprHHa npodinakmka Kpo-
BOTEY MoKa3aHa MnaLjieHTam i3 Tskkoto dopmoto remodinii nicnsa nossu
>2 KPOBOBW/BIB y MOPOXKHUHY Cyro6ba. i NPOBOAATL 3 METOH 3HIKEH-
HA TemniB Po3BUTKY apTponarii [3]. 3rigHo 3 faHumMK BcecsiTHbOT pepe-
paii xeopmx Ha remodinito (World Federation of Hemophilia — WFH) [2]
BUAINAIOTL TaKOXK TPETUHHY NPOINaKTIKY, AKY PO3MOYMHAIOTL BXe Mic-
NA PO3BUTKY YpaxkeHHsA Cyrnobis, siki fAiarHocTtoBaHi npy ¢isvkanbHoOMy
ornaAgi Ta peHtreHorpadii cyrnoois.

OpHUM i3 HANTAXKUMX YCKNaHEHb 3aMiCHOI Tepanii y XBOpYX Ha re-
Modinito € po3suTok aHTUTIN NpoTu daxTopis VIl abo IX, Aki 6G1oKyioTh ix
NPOKOArynAHTHY aKTVBHICTb, 3aBAAKN YOMY BOHW OTPMManu Ha3By iHri-
6iTopiB. Po3BUTOK iHriGiTOpHYKX aHTUTIN Ao dakTopis VIl i IX npussogmnTs
[0 3POCTaHHA YacTOTV eni30AiB TAXKKNX KPOBOTEY, MiABNLLYIOUN NMOKa3-
HVKM iHBanigy3auii i cmepTHocTi. AHTUTING go dpakTopa VIII BusBnAoTb
3HayHo vacriwe (10-35%), Hix go daxtopa IX (3-5%). BoHM BUHMKatoTb
nepeBakHO y AMTAYOMY BiLli — 3—6 pokiB [1, 2]. 3 BIkoM NMOBIPHICTb BU-
HVIKHEHHS iHTIGITOPIB 3HAUHO 3HMXKYETLCA, NPOTE 3aNULLIAETLCA AOCUTD
BUCOKOIO 3@ YMOBW JTiKyBaHHA XBOPYX Ha BUMOTY.

[ns 3a6e3neyeHHA reMocTasy Npw iHriGiTopHin dopmi remodinii A Ta
B 3aCTOCOBYIOTb @aHTUIHFIGITOPHI MpenapaTyi 3 LYHTYOUYMM MeXaHi3MoM
Ol He3aneXxHo Big TUTPY iHribiTopa:

- enTakor anbda aktmsosaHui (rFVIla) (piBeHb fokasoBocTi A);
+ aHTUIHrIGITOPHMI KoarynauinHuia komnneke ®3K I, VII, 1X, X (piBeHb

nokasosocTi A) [1, 3].

OpHovacHe 3aCTOCYBaHHA 3a3HaueHUX MpernapatiB HeNpUnycTMo
yepes BUCOKUI PU3MK PO3BUTKY TPOMOOTNUYHUX YCKNaaHeHb (piBeHb [o-
ka3osocTi E) [3].

EdeKTrBHICTb 3acTOCyBaHHA aHTUIHMOITOPHOrO  KoarynAwinHoro
KOMMMeKCy foBefeHa pe3ynbraTamMmn MiXHapPOAHWX PaHAOMI30BaHUX
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KNiHIYHKX JOCTigKeHb, BiANOBIAHO A0 AKMX BOHA CTAHOBUTb GMM3bKO
80%. Baromoto nepeBaroto LibOro KOMIMIEKCy € MOro Tpusanvin nepiog,
HaniBpo3nagy — 8o 8-12rog [4, 5].

BignosigHo [0 cyyacHWX pekomeHpaaLii, aHTUIHFIGITOpHUIA Koaryns-
LiHAN KOMMIEKC Ma€E NPM3HAYaTUCA MaLlieHTaM i3 TAXKKO GpopMoto re-
MOINii Ta BUCOKMM TUTPOM iHFiIGITOPHUX aHTWTIN (>5 oguHULb beTesga
(BO)/mn) y MoCTiHOMY peXnMi, AKWIA Ma€ nepeBary nepep nikyBaHHAM
3a BuMorot. Tak, y paHAOMi30BaHOMY MyNBTULIEHTPOBOMY KAiHIYHOMY
nocnipgxeHHi NCT00851721 npoBogunv NOPiBHAMbHY OLiHKY 3aCTOCYBaH-
HA aHTUIHFGITOPHOrO KoarynALiHOrO KoMMieKcy y npodinaktyHomy
pexunmi Ta 3a noTpeboto nig Yac enizofis Kposoted [6]. MpodinakTnyHmn
PEXIM 3aCTOCYBaHHA JOCNIAKYBAHOTO Npenapary Y NaLieHTiB i3 iHribiTop-
Hoto popmoto remodinii A i B cTaTUCTUHO 3HAUYLLO NPY3BOAUB O PeayK-
Ljii KiNIbKOCTi eni3opiB KpoBOTeY MOPIBHAHO 3 PEXKMMOM 33 BUMOTOI0. Y 0-
CNiPKEeHHA ByNno BKMOUYEHO 36 MaLieHTiB, i3 HX remodinia A BCTaHOB/EHa
y 33 (91,7%), remodinis B —y 3 (8,3%). AHTUIHFGITOPHMI KoArynALiNHNNA
Komnnekc 3a notpeboto otpumyBanm 19, y pexumi npodinaktmkm —
17 nauienTiB. CnocTtepexkeHHA nauieHTiB Tpusano 12 mic. Cepen XxBopurx
Ha remodinito A i B, AKM BBOAWNM KOMMJEKC 3a MOTPe6OLo, 3arasbHa ce-
|penHbopiYHa KinbKicTb eni3ogiB KpoBoTey ctaHoBWa 28,7 (IQR (interquar-
tile range) 32,3), i3 HYX cnoHTaHHi kKpoBoTeyi — 18,9 (IQR 32,6), coHTaHHi
KpoBoBWAMBM y cyrnoby — 16,6 (IQR 30,9). 3a yMOBU MpU3HaUYeHHsA npe-
napaty y npodinaktmuyHoMy pexumi 3arasibHa cepefHbOpiYHa YactoTa
enizogiB KpoBoTey ctaHoBuna 7,9 (IQR 8,1), i3 HMX CMOHTaHHI KPOBOTe-
4i — 5,6 (IQR 5,1), cnoHTaHHi KpoBoBuuBM y cyrnobu — 4,5 (IQR 5,1). Ta-
KM YMHOM, 3aCTOCYBaHHSA aHTUIHTIBITOPHOO KoarynawiiHoro Komnnekcy
Y XBOPUX Ha iHribiTopHy dpopmy remodinii A i B 3yMmOBN0Bano 3MeHLLeHHs
3aranbHoI KiNbKOCTi piuHKX eni3ogis KpoBoTeY Ha 72,5% (p=0,0003), croH-
TaHHUX KpoBoTeY Ha 70,5% (p=0,0008), CMoHTaHHMX reMapTpo3iB Ha 73%
(p=0,0013). 3a pe3ynsTatamu Liboro JOCHIAKEHHS, Came NPOGINaKTUYHNN
pexXuM 3acTocyBaHHsA npenaparty 6y edpeKT1BHUM Ta 6e3neyHnm Lofo
penyKLUii KPOBOTEY, B TOMY YMC/i KPOBOBWUIUBIB Y CYrnobu, nonepesKeH-
HA PO3BUTKY HOBVIX TapPreTHYIX CyrNo6iB Y NaLiEHTIB i3 NepCrcTyouM BU-
COKVM TUTPOM iHribiTopa dakTopis VI i IX [6].

Hwxuye HaBefeHO MpuKnag BUCOKOI epeKTUBHOCTI 3aCTOCyBaHHA
AHTUIHIGITOPHOrO KoarynALiiHOro KOMMeEKCY Y KiiHIYHOMY criocTepe-
>KeHHi XBOPOro Y reMaTonoriyHoOMy BigAineHHi KomyHanbHOro nianpmem-
cTBa «[onTaBcbka obnacHa KniHiyHa nikapHa im. M.B. Cknidocoscbkoro
MonTtaBcbKoi 06nacHoi pagu».

KniniyHnn Bunagok

MaujeHT M., 52 poku. Y OUTVMHCTBI BCTAHOBMEHO [iarHO3 «remodi-
nia A, cnagkoBa HegoctaTHicTb O3K VI, Taxka dopma (piseHb O3K VIII
<1%), ycknagHeHa remodiniyHoK MosniapTponaTielo NiKTbOBUX, KOMiH-
HVIX, FOMINIKOBO-CTYMHEBUX Ta JTIBOro MPOMEHeBO-3an'ACTHOrO Cyrnobisy.
XBOpWI OTPVIMYBaB NiKyBaHHA KpionpeLmnitaTom Ta 3amiCHy Tepanito
KoHueHTpaTamy O3K VIl 3a notpeboto.

Y rpygHi 2014 p. y XBOPOro CMOHTaHHO PO3BMHYBCA FOCTPUIA
reMapTpo3 MpaBoro KoniHHOro cyrnob6a. Ha 3-mio foby Big noyatky
KPOBOBW/IMBY XBOPOrO FOCMiTani30oBaHO y rematosioriyHe BipAineHHA
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lMonTtaBCcbKol 06nacHOT KNiHIYHOT NiKapHi 3i CKapramu Ha CUNbHAIA PO3Mu-
patounii Ginb i3 BUPaXKEHIM OOMEXEHHAM aKTUBHIX Ta NMacMBHUX PyXiB
y NpaBoMmy KORiHHOMY Cyrno6i, 36iNbLUeHHA OCTaHHBOTO Y POo3Mipax, Nia-
BULLEHHA TemnepaTypu Tina Ao 37,2 °C, 3aranbHy cnadkicTb.

Mpw 06'€EKTUBHOMY OrNAAI XBOPWIA Y CBIAOMOCTI, 3HAXOANTLCA Y BUMY-
LUIEHOMY MOMOXEHHI Y NTXKKY Yepes BupaxeHuii 60nboBuin CriHapoMm. lNpa-
BUI KONIHHWIA Cyrno6 36inbLUeHnin y po3mipax, rapaumnii Ha LOTUK, LKipa
Haf, Ham rinepeMoBaHa. 3arafbHu CTaH NaLieHTa CTabiNbHWIA, LWKipa Ta BU-
OUMi Cnri30Bi 060MOHKM 6nifo-poXeBi, HABPAKIB HeMae. JliBriA KoniHHWIA
Cyrno6, NiKTbOBI, FOMINIKOBO-CTYMHEBI Ta NiBU NPOMEHEBO-3aN'ACTHIN Cy-
rno6u fedopmMoBaHi, MaloTb MicLie MOCTreMapTPO3Hi aHKINo3u.

Y remorpami yci NoKasHUKIN Y Mexax Hopmu: eputpoLmnTtii 4,93-10'%/n,
remorno6iH 143 r/n, Tpombouuty 307-10°/n, neikountn 5,34:10°/n, eo-
3uHOdINM 2%, 6azodinu 0%, NanuykoaaepHi HenTpodinm 2%, cermen-
TosAAepHi HenTpodinu 71%, nimdoumnti 20%, MOHOUMTN 5%, LIBUAKICTL
ocigaHHA eputpouuTia 18 Mm/rod. BusasneHo 3HaYHO NOAOBMXEHWI Yac
3ropTaHHA 3a Jli — Yaiitom: noyaTok 3roptaHHa yepes 15 xB, KiHeLb —
25 xB. Y Koarynorpami BUABNEHO NOJOBXEHHA aKTUBOBAHOIO YaCTKOBO-
ro TPOMOONIACTVIHOBOTO Yacy 0 67 C, 3a HOPMarbHYIX NMOKa3HYIKIB PIBHA
dibprHoreny 3,6 r/n, NPOTPOMBGIHOBOIO Yacy 9,8 ¢, MiXXHapO[HOro Hop-
ManizoBaHoro BigHoLueHHs 0,84. CnocTepirany 3HuxeHHA piBHA O3K VIII
<0,4 MO/pn.

[MpaBy HUXHIO KIHLBKY iMMOGiNi30BaHO y NpUNigHATOMY MOMOXEHHi
Ta TPWYi NPUKNaZeHo Nif i3 BUKOPUCTaHHAM MilliKa Anda nbogy Ha 15 x8
3iHTepBanom 30 xB. Po3noyaTo 3amicHy Tepanito Mia3mMoBUM KOHLEHTPa-
Tom O3KVIIly fo3i 1500 MO BHYTpiLUHbOBEHHO CTPYMUHHO Yepe3 12 rog,.
3 MeTOH 3HE6OMEHHA Ta AOCATHEHHA NPOTK3ananbHOro epeKTy Npur3Ha-
YeHo napavetamon y fo3i 1000 Mr KoxHi 4 roa. Mpote Ha 2-ry foby roc-
niTanisauii 6akaHoro KniHiyHoro epekTy He AocArHyTo. [J03y KOHLEeH-
Tpaty daktopa VI nigemweHo Bagivi. BogHouac fo nikyBaHHA foAaHO
[flekcameTasoH Yy 103i 8 M BHYTPiLLIHbOBEHHO CTPYMUHHO, LLIO A03BOSINIO
3MEHLUNTU BUPAKeHICTb 6onboBoro crHapomy. MpoTe ABKLWa rocTporo
reMapTpo3y y navjieHTa 36epirannca NpoTArom AeKinbKox TvkHIB. Came
Topi BriepLue AiarHOCTOBaHO HasABHICTb iHribiTopa o O3K VIII, akTvBHiCTb
AKOro BUABWIIACA BUCOKOLO i ctaHoBMNa 47,1 BO/mn. femopariyHi enizo-
[, B OCHOBHOMY remapTpOo3¥, BigMiuanm y XBoporo fjo 5-6 pasiB Ha piK,
KOXeH eni3of notpebyBaB rocnitanisaLlii, BBEAEHHA BUCOKMX 03 KOH-
ueHTpariB dpakTopa VIl y kombiHaLii 3 FtoKoKopTKoCTepOigamm.

Yepes 2 poku, y nunHi 2016 p., nig Yac 4eproBoro fnikyBaHHA rocT-
poro reMapTpo3y NiBOro NikTbOBOro Cyrnoba XBopomy BriepLLe npr3Ha-
YEHO aHTUIHrIBITOPHMIA aHTVKoarynaHTHUIA komnneke O3K I, VI, X, X
y Ao3i 6500 MO (70 MO/Kr) BHYTPiLLHbOBEHHO CTPYMVHHO Yepe3 12 rog
npotarom 3 gHiB. KniHiyHUIA edeKT, a came 3HauyHe 3MeHLUEHHA Bupa-
»KEHOCTi 60/IbOBOrO CMHAPOMY, HOpMai3aLis Po3MipiB cyrioba Ta Big-
HOBJIEHHS aKTVBHIIX Ta MACMBHYIX PyXiB Y 06'eMi, LLO BiAMOBILaB Takomy
[0 KPOBOBUBY, BiAMiYann BXe HaCTyMHOro AHA MiCnA BBeAEHHA npe-
naparty.

Y noganbLiomy, B nepiog 2016-2019 pp., XBOpWIN OTPrMYBaB Tepa-
Mt AHTWIHMBITOPHUM AHTUKOATYNAHTHAM KOMMIEKCOM 3a BMMOTOLO.
BnpopoB.»« 3a3HaueHoro nepiofy y naLji€HTa crnocTtepiranu CNOHTaHHi re-
MopariyHi eni3oan y BUrnagi reMapTposis 3—4 pasu Ha pik. 3acTocyBaHHsA
npenaparty NPUBOAWIIO [0 LWBMAKOIrO YCYHEHHA KNiHIYHMNX NPOABIB KPO-
BOBWIVBIB y TapreTHi cyrnoou.

Y rpyaHi 2019 p. Npy KOHTPONBLHOMY AOCHIAKEHHI KPOBI 30epirana-
€A BUCOKA aKTUBHICTb iHribiTopa paktopa VIII 23 5O/mn. XBopomy Haga-
HO YiTKi pekomeHgaLii oo NpodinakTMYHOro 3aCToCyBaHHA aHTUIHT-
6iTopHoro koarynauinHoro komnnexcy O3K I, VII, IX, X y gosi 80 MO/kr
3 pa3w Ha TvaeHb. Lie 4o3Bonunno nonepesuT PO3BUTOK reMopariyHmnx
enisopis.

O
3a nigtpumkn TOB «Takepa YkpaiHa»
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Prevention of bleeding
in patients with hemophilia

I.M. Skrypnyk’, G.S. Maslova', lu.0. Gusachenko?, T.V. Lymanets' >
'Ukrainian Medical Stomatological Academy, Poltava, Ukraine

2Municipal Enterprise «Poltava Regional Clinical Hospital named after
M.V. Sklifosovsky of Poltava regional Council», Poltava, Ukraine

Abstract. Management of patients with severe hemophilia A and B
remains a complex problem in clinical medicine due to the high fre-
quency of antibodies against deficient factors. The solution may be the
use of drugs with a shunt mechanism of action, namely activated ep-
tacog alfa (rFVlla) and antiinhibitory coagulation complex of blood
coagulation factors Il, VII, IX, X. The effectiveness of antiinhibitory co-
agulation complex has been proven by international randomized
clinical trials — about 80%. Its significant advantage is a long half-life —
up to 8-12 hours. From the modern point of view, the principles of
application of the antiinhibitory coagulation complex for the purpose
of prevention of bleeding episodes are important. According to the
results of international randomized clinical trials, its prophylactic use
is maximum effective, which involves the introduction of a dose of
80-85 1U/kg 3 times a week.

Key words: bleeding prevention, inhibitory form of hemophilia, shunt-
ing mechanism of action, antiinhibitory coagulation complex.
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