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Habyma 2emodinia muny A:
ocobnusocmi fia2HoCMUKU ma NIKYBAHAS

Ha6yra remodinia Tuny A (HFA) — ue pigkicHe nopyLueHHs reMOCTasy, W0 XApPaKTEPU3YETbCH NOSIBOIO iHriGiTopis
Ao dakTopis 3ropTaHHa KpoBi (Hahuacriwe ao ¢pakropa VIl ). Axuwo paniwe nowmpenicrs HFA cravosuna 1,4
Ha 1 mnH HaceneHHs Ha pik (P.W. Collins et al., 2007), To Bxxe y 2017 poui BoHa carana 6 Ha 1 MJIH HaCENEeHHs
Ha pik (S. Wahler, A. Tiede, 2017). OgHi€lo 3 npuumuH 3pOCTAHHS KinbkocTi BusBneHunx sunaakie HFA moxxe 6yt
nigeuwLeHHa 06i3sHAHOCTI kKniHiuMcTiB Woao wici naronorii.

HTA Moxke BUHMKATH i3 OTHAKOBOIO YaCcTO-
TOIO Y YOJIOBIKiB i iHOK OY/Tb-5IKOTO BiKY, TIPO-
TE YaCTillle CITOCTEPIraeEThCsl B OCi0 TTOXUIIOTO
BiKy. Tak, cepe/Hiii Bik HA MOMEHT BCTAaHOBJIEH-
HSI liarHO3y CTaHOBUTH 6;113bK0 70 pokiB. [Tpu
boMy npubnu3Ho y 30-50% sunankis HITA
BUHMKAE Ha TJTi ayTOIMYHHUX pO3JIa/liB a00 3710~
SIKICHX HOBOYTBOPEHb, a Ie Y 6Ju3bKo 5%
TIOB’s13aHAa 3 BATITHICTIO Ta 3a3BMYail pO3BUBA-
€TBCS TTICIIS TIOJIOTIB.

AKTYaJTbHOIO 3aJTUIIIAETHCS TTPOOIeMa HaslexX-
Hoi miarHoctuky HTA. 3okpema, 3a maHUMM
€BpOIIeIICHKOr0 peecTpy HabyToi remodimii
(EACH?), y 10% martieHTiB giarHo3 GyJ10 BCTa-
HOBJICHO Mi3Hillle HiX yepe3 1 Mic TicIist mepImx
TIPOSIBIiB XBOPOOH, 1110, BiZITIOBITHO, 301TbIITyBa-
JIO iHTEpBaJI MixX ITOYaTKOM KPOBOTEUi Ta cTap-
TOM TEMOCTAaTUYHOI Teparii il 3yMOBJIIOBAJIO
HEIOCTATHIO BiMMOBI/Ib HA PU3HAYEHE JTIKyBaH-
a4 (P. Knoebl et al., 2012; E Baudo et al., 2012).

Mamodyizionozia

[Mpraunoto po3sutky HI'A € BupoGieHHS
HEUTPaJi3ylounX ayTOaHTUTLI IPOTU (PaKTo-
pa VIII sropranns kposi (FVIII). 3anuiikosa ak-
tuBHicTb FVIII cranoButh <1 MO/mty 50% Bu-
nazkis (<5 MO/mny 75% ta <40 MO/ y 100%:;
A. Tiede et al., 2015).

Awntutina mpu HIA nmepeBaxkHO Hanmexartb
1o minkiacy 1gG4, 1110 xapakTepHo JUIsl TIOHAT
90% martienTiB. [TpoTe MOXYTb TaKOX 3yCTpi-
yarucs i inmi migknacu 1gG, IgA ta IgM y pis-
Hux KoMmOiHarisx (A. Tiede et al., 2016). dude-
PEHIIIMOBaHMI BIUIMB OKPEMUX i30THIIIB i ITiJI-
k7aciB Ha iHrioyBanHs FVIII 3anuiaersest
He BUBYeHUM. BimoMo, 1110 BimImoBigs iHTiOiTOP-
Hux aHtuTin npotu FVIII € noniknonanbHOIO
Ta BimOyBa€ThC i3 3aTyIeHHSIM Pi3HUX TOMEHIB
FVIII (H. Turkantoz et al., 2020). Poibs komop-
OimHocTi y marodizionorii antu- FVIII imyHHO1
BiIMOBI/li TAKOXX OCTaTOYHO HE 3pO3yMiJia.

Pa3tovoio € BimMiHHICTb (PEHOTHUIIIB KPOBOTEY
nipu HI'A ta BpomxkeHiit remodisnii A uu iHTiOi-
TOpHil popmi remodiiii. 30KpemMa, TUTIOBUMM
mrst HTA e mimmikipHi Ta rmmboKi M s130Bi Kpo-
BOTEYi, TOJIi SIK CYIJI000Bi KPOBOTEUi PO3BMBA-
[0ThCA pinko. [TimmKipHi KpoBOTeYi BUHMKAIOThH
npubausHo y 50% mnamienris 3 HTA (puc. 1;
PW. Collins et al., 2007; P. Knoebl et al., 2012).

Nliaznocmuka

BimmitHOI0 03HaKo10 HIA € i30:1B0BaHe MO-
TOBXEHHST aKTUBOBAHOTO YaCTKOBOTO TPO-
TpoMOiHOBOTO Yacy (AUTY) Ha T1i He3MiHEHOTO

TIPOTPOMOIHOBOTO YaCy y TMAalliEHTa i3 KpOBOTe-
yelo. | xoua monosxxeHHss AYTY Moxke BUHMKA-
TH 3 6araTboX MPUYKMH, BOHO HIKOJIM HE Ma€ 3a-
JIUIIATACS €3 TMOSICHEHHST, 0COOJIMBO Y TAIliEH-
TiB i3 KpOBOTEUEIO ab0 Iepel IIPOBEACHHSIM
BTpPY4YaHb, 110 XapaKTepU3YIOThCS BUCOKUM
PU3MKOM KPOBOTEUi.

Hacrynmaum Kpokom, sIKMii TO3BOIMTS TTi/I-
TBEPAUTH, 1110 IIMPKYJIIOIOUNI aHTUKOATYJISTHT
crnipsimoBanwmii came nipotu FVIII, € BusiBnenHst
3HKeHoi aktuBHocTi FVIII Ta Bu3HaueHHs tu-
tpy iHriditopy FVIII metronom betesna (bO/mu;
puc. 2; A. Tiede et al., 2014). Y pyruHHil1 rTpak-
THIIi 3 METOIO IITBUIKOTO BCTAHOBJIEHHSI JliarHO-
3y MOXXHA BUKOPVCTOBYBATH METOI 3MIIITyBaHHS
J1a3MHu, a0 Tak 3BaHUi Mikc-TecT. CyTb 1IbOTO
JOCITIDKEHHSI TTOJISITA€E y 3MilllyBaHHI €TaJIOHHOL
TJIa3MH i3 TUTa3MOI0 KPOBI Malli€HTa Ta MONaTb-
MM TToBTOpHUM oniHioBaHHIM AUTY. VY pasi
BiIICYTHOCTI B KPOBi XBOPOTO iHTi0IiTOPY Bil-
oyBaetbcst kopekilisst AUTY no HopMaibHOTO.
Sxamo X iHribiTop HasgBHUIA, TO Kopekii AUTY
He BinOyBaeThcss. AHTY pekomeHmoBaHO 10-
CITIIKYBATH SIK Biipasy (ITPOJIOHTALLiSI B LIOMY
BUITaJKy BKa3ye€ Ha 3aCTOCYBaHHS TeTa-
puHYy ab0 HasIBHiCTh BOBYAKOBOTO aHTUKOA-
TYJISTHTY), TaK i michst iHkyOattii ipu 37 °C mipo-
TsroM 2 ro (mporpecytoue momoxkeHHs AYTY
CBiIUNTH PO HAABHICTH iHTiOITOPY; S. Kit-
chen et al., 2020).

[MprunHOIO i30JILOBAHOTO TTOXOBXEHHS
AYTY moxyts 60ytn medinmt FVIII (HIA,
BpomkeHa remodinisi, iHriditopHa opma re-
Modinii, xBopoba abo HaOyTuii CUHAPOM
Binebpanna), neditur daxropa [X sropranns
KpoBi (remodinis B), nediunt dakropa XI
(remodinist C), antudochoniniqHuii CHHIPOM,
nmedimut pakropa XII 3ropraHHs KpoBi, nedi-
1IUT MpeKaTiKpeiHy Ta BUCOKOMOJIEKYISIPHOTO
KiHiHoreHy. OKpiM 115010, TTomoBXeHHSI AUTY
MOXXe BUHUKATH Ha TJTi 3aCTOCYBaHHS TeTapy-
Hy Ta gabiratpany.

IHOAi MoxUBI TpynHOIII y AudepeHitito-
BaHHi HT'A Bim antTrdocdorimmHoro cuHa-
pomy. HI'A B TakoMmy BUIanKy MOXHA BUKJTIO-
YUTH 32 JOTIOMOTOIO aHaJIi3iB XpPOMOTEHHOTO
cyocrpary (E. de Maistre et al., 1998), sxi 3a-
3BMYAil HEUYTJIMBI O BOBYAKOBOTO aHTUKOA-
TYJSIHTY, 1 imyHOoaHaui3y (S. Werwitzke et al.,
2016) mst BusiBieHHst anTtia no FVIII (Tabm.).
Opnak BapTo 3ayBaxkutu, 1o HI'A Ta antn-
bochomninmigHuil CMHAPOM € ayTOIMYHHUMU
3aXBOPIOBAHHSIMU, SIKi MOXYTb BimMmidaTucs
B omHoro nanieHTa (A. Tripodi et al., 2005).

Puc. 1. MipwkipHa remaroma nicns BeHenyHKuji y xsoporo Ha HFA

SHORQEA,YKpatHIT

o crocyeTbest HAaOyTOTO CHIPOMY Bine-
OpaH/a, TO pe3yIbTaTh MiKC-TeCTy Ta aHali3y
BeTe3na y iboMy BUTAnKy OyIyTh HEraTWB-
aumu, a gedinut FVIII BussngeTbes nuine
3a OTHOYACHOTO 3HIKEHHS PiBHA (dakTopa
Binneopanna (A. Tiede et al., 2008).

NikyBannga
FemocTaTuyHa Tepanis

JlixyBanus mamienTiB i3 HI'A 3miiicHIOI0Th
y CTelliaTi30oBaHUX LIEHTpax. SKII0 TepMiHOBO
HaIpaBUTH TAIlIEHTA Y TAKUI TIEHTP HEMOX-
JINBO, CJIi/l 3BEPHYTHUCS 3a KOHCYJbTAIII€I0
1o paxiBIIs.

XipypriuHi BTpy4aHHSI MOXYTh CTAHOBUTHU
3arpo3y XuTTio naniedTiB 3 HIA ta maioTh
TIPOBOJUTUCS TiIbKU TiCTIST JOCSATHEHHS CTa-
OITbHOTO reMOCTa3y.

Bubip TaxTky BegeHHSI i OIiHKA e(PeKTUB-
HOCTI JIIKyBaHHSI KPOBOTeUi 0a3yl0ThCsI Tepe-
BaXKHO Ha KJIiHiYHi# omiHi. Jmsg gikyBaHHS
KJIiHIYHO 3HAYYIIMX KPOBOTEY PEKOMEHIOBaH|
0OXiTHi areHTH, TaKi SIK peKOMOiHaHTHMIA (haK-
top 3roptaHHs Kposi Vlla (rFVIla, enrrakor
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Puc. 2. lu6oparopHi gaxi npu HFA: yacrora
BusieneHHs akrusHocri FVIII (A), tutpy iHriGitopie
no niopcbkoro pakropa Beresna (B) i iHriGitopis
Ao ceuHsaYoro ¢pakropa (cycokTokor anbda), THTP

nepexpecHoi peakauii (B)

Tabnmus. Audepenuiiina giarHoctuka HFA
Ta autudocdoninigHoro cuHapomy
Antudocdo-
floxastm HrA ninigHWiA cuHapom
AYTY Mopoexenni | MopoxeHun
IHriGitopHi aHTH-
Tina o FVIII Haseni BipcyTHi
(ELISA)
':g?:::;lﬁ_\l{l!u 3HuxeHa Moxe 6yTn 3HMxeHa
Axtuenicrs FVIII
(xpomoreHHmi | 3HmxeHa He 3mineHa
aHanis)

anb(ha aKTUBOBAaHUI), KOHILIEHTPAT aKTUBOBA-
HOTO MPOTPOMOIHOBOTO KOMITIIEKCY Ta PEKOM-
oinantHmit cBuHsanii pakrop VIII (pcFVIII,
cycoKToKor anbda). KoHileHTpaTH JIt0IcbKOTo
FVIII pexomeH10BaHO 3aCTOCOBYBATH JIUIIIE
B TOMY BUTIAJIKY, KOJIM iHIIIi BapiaHTH JIiKyBaH-
HsI HemoCTyIHi. TpaHeKcaMOBY KUCIIOTY MOXXHA
BUKOPHCTOBYBATH SIK TOITOMIKHUI 3aci0 mpu
IIKipHUX KPOBOTEYaX Ta KPOBOTEYAX 3i CJIM30-
BHUX 00OJOHOK a00 SK MOHOTEpaIIllo IpHu
He3HaYHMX KPOBOTEYAX.

Ilixg gac Tepamii rpFVIII pekomenooBaHo
3MiICHIOBATH PETENIbHUI MOHITOPUHT aKTHB-
HocTi FVIII, 30kpeMa, 3a TOITOMOI010 OTHO-
€TaITHOTO aHaJIi3y, 10 0a3yEThCS Ha BUBHAYEH-
Hi AUTY. Takuit MOHITOPUHT TO3BOJUTH YHUK-
HYTHU TIepeT03yBaHHST Ta BUSIBUTH TTAIli€EHTIB
3 MepexpecHoI0 peaKTUBHICTIO. BapTo 3ayBa-
KWTHU, 10 iHTiOITopr anTH-rpFVIII mepexpec-
HOI peakilii BusBsioTh y 44% xBopux Ha HTA.
TTpu IbOMY MAIiEHTH 3 TTePeXPECHOI0 PEaKTHB-
HicTIO TTOTpeOyI0Th BUIX 103 rpFVIII HixX Ti,
y SIKUX TIepeXpecHOi peaKTMBHOCTI HEMae
(E. Fosbury et al., 2017; A. Tiede et al., 2018).

IMyHoCcynpecuBHa Tepanis

IMyHOCYTIpeCcHMBHY Tepartiio TpU3HAYal0Th
3 MeToto eniminHartii antutin 1o FVIII ta inmyk-
1ii pemicii HTA. PexomeHnoBaHi cxeMu BKITIO-
YaloTh 3aCTOCYBaHHS KOPTUKOCTEPOIMiB, 30-
Kpema TIpellHi30JI0Hy ab0 TIPeIHi30HY Y A03i
1 mr/kr macu Tina Ha 1o0y (R. Kruse-Jarres
et al., 2017), putykcumaby y m103i 375 mr/m’
IUIOIII TIOBEPXHi TiJla Ha TIKAEHD IIPOTSATOM
MakcuMyM 4 KB Ta/abo 1ukiodochaminy
y no3i 1,5-2,0 mr/Kr Ha 100y.

Oco011MBO1 00€PEXKHOCTI CJTiI TOTPUMYBATH -
¢y pasi Mpu3HauYeHHS iMyHOCYTTPECUBHOTO
JIIKyBaHHST OCJTa0JICHUM XBOPUM Ta 0cobaMm JIiT-
HBOTO BiKY, OCKITbKU BiTOMO, 1110 PU3UK CMEp-
Ti, ITOB’I3aHOI 3 PO3BUTKOM iH(eKIIii Ha TIi
IMYHOCYITPECHBHOI Tepallii, IICPEBUIIYE TAKMIA
(baranbHOT KPOBOTEUI Y IIMX TPYMaXx IMalli€HTIB
(A. Tiede et al., 2015; A. Tiede et al., 2016).

OTKe, NpaBUWIbHA iHTEpPNPeTALiS CUMITOMIB
i 1a00paToOpHMX JAHKX Bilirpac KJIIOYOBY POJIb
Y AiarHOCTHUL Ta MPU3HAYEHHI HAJIEIKHOTO Ji-
KyBanHd xBopum Ha HTA. Bpaxosyioumn
CTPIMKHMIi PO3BUTOK raty3i, BaXK/IMBe 3HAYeH-
HSl M€ TicHA cmiBnpang Mix ycima daxisug-
MM, SIKi 32iiMaIOTbCA JIKYBAHHAM NALIEHTIB
i3 cuMnTOMaMH KPOBOTEYi, Y TOMY YHCJTi 32a-
JIyJeHHSI TeMaToJIOTiB.

Pedbepatuenuit ornsag A. Tiede, B. Zieger, T. Lisman
(2022). Acquired bleeding disorders.
https:/ / onlinelibrary.wiley.com/doi/full/10.1111/

hae.14548.
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