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Habyma 2emodinia A: negocmamubo fiazHocmOBAHUI
| Heqocmamubo KeposaHull cman

Ha6yra remodinia A (HF'A) e remopariuHum po3nagom, CNpUUMHEHUM AYTOIMYHHUM npouecom. Mpu HbOMY AYTOGHTUTINIA ATAKYIOTbL BRIacHUi GaKTOp

sroptaHHa kpogi VIII (FVIII). Lle piakicHe, ane noTteHuUiitHO cmepTenbHe 3axBoploBaHHs. Ha Bigminy Big BpoaxeHoi remodinii, HFTA xapaktepusyerbcs

panTOBOIO NOSBOIO AYTOAHTUTIN, aKi HeWTpanisyioTb FVIII. AaHi enigemionoriunux pocnigyxeHsn cBiguatsb, wo HrA 3aseuyaii po3BUBAETLCS Y NALLIEHTIB

cTrapuwoi BikoBoi rpynu (noHag 60 pokie). Y geakux eunagkax ayroanturtina go FVIII BuHukaioTs HanpukiHui BaritHocti a6o nicna nonorie.

IMpubausHo y nonoBuHi BunaakiB HI'A € inionatuu-
HOIO, y PEIITi OB’ sI3aHa 3 Pi3HUMU CYITYTHIMU 3aXBO-
pIOBaHHSAMM, TAKUMU SIK OHKOJIOTiUHi, iH(MEKIIiliHI,
ayTOIMyHHI, a TaKOX i3 3aCTOCYBAHHSAM IIEBHUX MEIN -
kaMmeHTiB. Y niteit HTA BuHuKae Bkpail pinko. Kpim
Toro ¢axTty, mo HIA mepeBaxkHO po3BUBAETHCS B OCi0
CTapIIIOTO BiKY, IepeOir 3aXBOPIOBAaHHS TAKOX Mae CIIe-
HUpIYHI CUMIITOMU, SIKi BiIPi3HSIIOTH MOTO BiJl KJIacU4-
HO1 BpoJXeHOoi reModiii, 30KpeMma creunudiuyHicTh
KkpoBoTeu. Tak, KjlacuuHa reMo@iJtisi 3a3BrUYaii Cyrnpo-
BOJXYETbCSI CIIOHTAHHUMHU KPOBOTEUYaMU B CYTJIOOH,
toai sik npu HIA HalimomupeHIiluM TUIIOM KpOBOTeui
€ BeJIMKIi MiAKipHi reMaTOMU, KPOBOTEUi 3i CIM30BUX
000J10HOK (i3 IJIYHKOBO-KHUIIIKOBOTO T4 CEY0CTATEBO-
ro TpakTiB). BHYTpilTHhOYE PEITHI KPOBOBUJINBUA BUHMU -
KaloTh PiKO, aje 4acTO acollilol0ThCS 3 JIETAJIbHUM
pe3yJIbTaTOM.

Kninivnuii sunagok

Y €runetcbkoMy XypHasi BHYTPiWHbOT MEAULMHM
D.M. El Demerdash Ta cnieast. (2022) npeacrasunu kni-
HiYHMM BUNagok. 32-piyHa xiHka Byna rocnitanizoBaHa
B OKYLWEPCbKMM cTauioHap 3 npusoay nonoris [2]. Micns
Nonorie y NALiEHTKM BUHMKIA CMIIbHA BATiHANbHA KPOBO-
Teua. PieeHb remornobiny sumaueca 3 11,0 go 6,8 r/pan.
MauieHTui BUKOHANK rictepekToMito, ogHaK ii cTaH npo-
[IOBXYBOB NOripWwyBaTHcs. |i nepesenu ao peaHimauii-
HOro BigAineHHs 3 AiarHO3OM CMHAPOM AMCEMIHOBAHOIO
BHYTPilWHbOCYAMHHOrO 3ropTanHs (OB3).

OtpumaHo Taki pesynstatn nabopatopHux gocni-
AXeHb: Kinbkictb Tpombouutis — 262 000 mMm>; akTueo-
BOHMM YacTkoBMiM TpombonnactuHosui yac (AYTY) -
68,4 c; sMmict npoaykTy po3snagy ¢i6puny (FDP) —
20 mr/n (Hopma <10 mr/n); pisenb D-gumepy — 1 mkr/mn.

BpaxoBytoui cynyTHi KfiHi4Hi CUMNTOMM Ta pe3ynbTATH
nabopatopHux gocnigxeHb, 6yno BupiweHo npoBecTy
popaTtkoei nabopartopHi Tect. Mpu uboMy oTpuMaxo

Taki pesynbTatn: Mikc-tect — 67 ¢; pisenb FVIII — 4%
(Hopma 70-150%); pieeHs inri6itopa go FVIII — 10 ogu-
Huub betespa (BO; Hopma <0,6 BO); pisens FIX —
103,9% (Hopma 70-120%); dbaktop ¢poH Binnebpanga —
89,5% (Hopma 50-160%).

BignogigHo po oTpMMaHMX pesynbTaTie nabopaTopHUx
[OCAiAXEeHb TA HA NIACTABI KAIHIYHMX CUMMATOMIB naui-
enTui Byno BcTaHoBneHo giarHos nicnanonorosa HIA

(puc.).

Bussnenns HIA

3aramom HTA € HemocTaTHBO MiaTHOCTOBAHUM i,
OTXe, HeAOCTaTHHO KEPOBAaHMUM CTAaHOM, IO TTOB’SI3aHO
3 KiIbKOMa KIIIOY0BUMH (akTopaMu. Tak, omHUM
3 OCHOBHUX YNHHUKIB 3aTPUMKH TiaTHOCTUKH Ta JIiKY-
BaHHs HIA € Te, 110 11ei1 cTaH 4acTO COCTEPIraEThCS
y Mali€HTiB MOXUI0ro Biky. BoHM, 9K BimloMo, MalOTh
BUIIINN PpU3UK CYNYTHIX 3aXBOPIOBAaHb, Y TOMY YHCITi
IHIIMX 3aXBOPIOBaHb KpoBi, uepe3 mo HIA nerie npo-
nycTUTU. BaXnuBo 3a3HauuTH, 110 1 npobiema xa-
pakTepHa JUISI JiaTHOCTUKY OYIb-SIKOTO PO3JIamy, IKUi
MPOSIBISIETHCS B Mi3HHLOMY Billi i3 3aXBOPIOBAHHSIMU,
110, TMOBIPHO, MOXYTb OYTH ITOB’sI3aHi 3 iHIIIOIO HASIB-
HOIO CYITyTHBOIO ITaTOJIOTi€0. IpyTuM BaxKJIMBUM (hak-
TopoM Mi3Hboro BusiBieHHs1 HI'A € morana o6i3HaHiCTh
MEINYHOTO MEepCOHANy i3 IIMM 3aXBOPIOBAHHSIM.
IIpakTyHO BCi MeAMYHI MpalliBHUKU 3HAKOTh MPO
BpPOIXEeHY TeModirito, Tomi sk mpo HIA moindopmo-
BaHi HebaraTo MeAMYHUX CIiBpOOITHUKIB, OCKiJbKHU
1Ie pigKicHa MaToJIOTis.

Y American Journal of Hematology R. Kruse-Jarres
Ta cmiBaBT. (2017) BKa3anu aBa KJIiHIYHI BapiaHTH, IIPU
SKUX ciifg 3amigo3putu HIA:

e HEIIOTAaBHO BUHHUKJIA MATOJOTiYHA KpOBOTEeYa

3 i30ob0BaHUM nogoBxeHUM AYTY i HopManbHUM
NpOTPOMOIHOBUM YacoM, OCOOJIMBO B OCi0O MOXU-
JIOTO BiKy, a TAKOX Y XiHOK TiCJIsI TTOJIOTiB;
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Puc. fiarHocruka HI'A (El Demerdash D.M. et al., 2022)

VWF - $akrop o Binnebparaa.

e BiJICYTHICTb CUMNTOMIiB KpPOBOTEUi 3 i3071b0OBa-
HUM nogoBxkeHUM AUTY, naHuMu MiKC-TecTy, SKi
BinnoBignaroTh HIA, i HeraTUBHUM pe3yJbTaTOM
TECTY Ha BOBYAKOBHUIT aHTUKOATYJISIHT, HE3BaXKalo-
YW Ha BiICYTHICTb aHTHMKOATYJITHTHOI Teparrii [3].

BinnoBigHO 10 cyyacHUX peKoMeHJallii, Mpu Migo3pi

Ha HTA cnin npu3HauyuTH NOBHE JlabopaTopHe obCTe-
KEHHS Ha reMoiJifo.

Mpunuunu nikysanng HIA

I1pu Benenni nauieHta 3 HT'A motpioHO BpaxoByBaTn
KiJlbKa npuHOUMiB. ITo-mepime, me KOHTPOIb i mpodi-
JIaKTHKAa OyJb-SKOi 3HAYHOI KpOBOTeyi. Tak, y Malli€HTiB
3 HI'A Moxe He criocTepiraTucs emnizoay rocTpoi KpoBo-
Teui Mmif yac BCTAHOBJIEHHS AiarHO3Y, i B IbOMY BUIAAKY
KOHTPOJIb TeMOCTa3y He € HaraJbHOI MoTpeboro. OgHak
IIpY 3HAYHIN KPOBOTEUi TepaIriss 000B’sI3K0Ba.
PexomeHa0BaHi BapiaHTH KOHTPOJIO KPOBOTEYi:
e BBEJICHHS IIYHTYIOUUX TpenapaTiB: peKOMOiHAHT-
HoTro (pakTopa VIla (rFVIIa) abo KoHLIEHTpATy
AaKTUBOBAHOTO IIPOTPOMOIHOBOTO KOMILIEKCY
(aPCC);
e 3aCTOCYBaHHS PEKOMOIHAHTHOTO CBUHSYOTO (hak-
topa VIII (rpFVIII).
rFVIla BBomsiTh 6ontocHO 1Mo 90 MKT/KT Macu Tijia
yepe3 KOXHi 2 ToOWHU. Y pasi JeTKoi KpoBOTeUi MOXe
OyTU TOCTAaTHBO 3aCTOCYBAHHS OJHi€l a00 IBOX 03
rFVIIa. Ilicag nocsarHeHHs reMocTa3y iHTepBal MixX
BBEIECHHIM MOXHa IOCIi0BHO 30inbinyBaTi — 4, 6, 8
a6o 12 roguH, 3aJIeXXHO BiJ HasIBHUX ITOKa3aHb. [Ipu
1IbOMY TaKOX BaxKJIMBO 3a3HauuTH, o rFVIla nae 3mo-
Ty KOHTPOJIIOBATH CUMIITOMM KPOBOTEYi JIMIIIE JIOKAJb-
HO, B MiClli YIIKOJXEHHS CYIWH.

aPCC wmictuth paxropu 11, VII, IX, X i VIIIa it antn-
koarynsHT (rporeinu C i S) y dizionoriunomy 6anaHci.
BinmoBigHo mo HagBHUX pekoMeHaalliit, aPCC BBoasITh
BHYTPIITHROBEHHO Y miama3oHi 50-100 oguHUIIB/KT de-
pe3 KoxHi 8-12 rox. BaximBo He TTepeBUITYBATH MaK-
CUMaJIbHY MOOOBY 03y, AKa cKiaagae 200 oqWHUIIb/KT,
OCKIJIBKH TI¢ MOKe OYTH OB’ SI3aHO 3 PU3UKOM PO3BHT-
Ky BeHO3HOI TpoMboeMbourtii abo JIB3-cuaapomy.

rpFVIII Takox MoxXHa mpu3HadyaTu IalliEHTKaM
3 HT'A, ockinbku JitoachKi ayroaHtutina npotu FVIII
MaloTh HU3BKY MEePEeXpPeCcHY PEaKTUBHICTD 31 CBUHSI-
yum FVIII. PekomeHmoBaHa n103a npenaparty CKJaaae
200 O /xr.

Takum ynHom, HI'A € pigkicHuM, ajle moTeHIiiiHO He-
0e3neyHNM 3aXBOPIOBAHHSM, IO XaAPAKTEPU3YETHCS
panToBo0 NosABOKW ayToanTuTia 10 FVIII, axi neiiTpa-
Ji3y10Th ioro aiw. Xo4ya e 3aXBOPIOBAHHSA 3a3BUYAI
PO3BMBAETHCA y MALliEHTIB CTAPMIOi BiKOBOI rpymu,
BOHO MOXe€ TaKO}K BUHMKATH HANPUKIHII BaritTHocTi
a0o B micasmosorosuii mepion. Jlikysannas HTA
€ CKJIAJHAM Ta NMOTpedy€E He JUIIe iHIUBiZyaIbHOTO,
a i KOMIUIEKCHOTO MiAXO0AY 3aJ1€XKHO BiJl mepmonpnyu-
HHU PO3BUTKY LIbOr0 3aXBOPIOBAHHS.
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