BcecBiTHiN peHb 60poTbOM 3 remodpinieto
MoHemninok, 17 kBiTHs 2023 15:06

lopoky 17 kBiTHA NnpoBoauTbcs BeecsiTHin neHb remodoinii (World Hemophilia Day). Llei
neHb 3anposanxexuin y 1989 poui BOO3 Ta BcecBiTHbOWO dhenepauieto remoinii 3 Metoio
MPVBEPHYTY yBary CBiTOBOT FpOMaacbkocTi A0 NpobneM, i3 SKUMU CTUKAOTbCS XBOPI Ha
remoqinito, Ta NiaBMWMTIN 06i3HAHICTL NPO Le CNaaKkoBe 3axXBOPIOBAHHS.

LLlo Take remodpinis

"emodpinisi — ue opdpaHHe reHeTUYHE 3aXBOPIOBAHHS, KON MOPYILYETLCSA HOPMasibHe 3CigaHHS
KPOBI (Koarynsiwisi), OCKinbKy B Hii LMPKYIOE HEAOCTATHBbO 3ropTanbHMX BinkiB (dpakTopis
3CiflaHHS KpOoBI).
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HanuyacTtiwe remoinisa po3BmMBaeTbCSA BHACNIAOK MyTaLii 0OHOroO 3 reHis, 3a3snyan
pO3TalloBaHMX Ha X-XpOMOCOMi. TOMy 3a3BMyar Ha reMoinito CTpaXxaarTb YONOBIKM, XIiHKK
X BUCTYMNaKTb HOCISIMU OePeKTHOro anens reHa, ski He XBopiloTb caMi, ane MOXyTb
nepenasaTun MyTauilo Hawankam.

Okpim TOro, cnig nam’sTaTi, WO iCHye Wwe Tak 3BaHa HabyTa remoqinis, ska po3BnBaETbHCS,
KOMW iIMyHHa cucTema NioanHN atakye hakTopu 3cifaHHs KpoBi (Moxe ByTun NoB’si3aHo 3
BariTHICTO, @y TOIMyHHUMM NATONOriSIMW, MYXMHAMU Ta PO3CISIHUM CKNIepPO30M), BHACIAOK
YTBOPEHHS aHTUTIN 0o 6inkie, WO BiANOBIAAOTL 3a KoarynsLitlo KpPoBi (3a3BMyali 0o gpaktTopa
V).

"emoinisi HEBMNIKOBHA, OAHAK 3YCTPIYAETbLCA OCUTb He YacTo. 3a ouiHkamm BOO3, 400
TUCSIY NtOAEN Y BCbOMY CBITi XMBYTb i3 remodqpinieto. Mpu ubomy 61m3bko 1i3 5-10 Tucsy
0CiBHapPOAXYETbCS 3 reModinieto.

CumnTtomu remodpinii

3aranbHi: cnabkicTb, rinOTEH3is y BEPTUKANbHOMY NONOXEHHI Tina, NPUCKOPEHi cepuebuTTs
(Taxikapmist) i guxaHHs (TaxinHoe);

CkeneTHO-M’AA30BI: 3HA4YHA KiNbKiCTb reMaToM (CMHLIB), MOXOAXEHHS SKUX HE Ma€e
O4YEBMOHOr0 NOSICHEHHS!, KONbKW, Binb, Tpick, Xap, Habpsiku i/abo ckyTicTb y cyrnobax;

YporeHitanbHi: BUAineHHa KPoBi y cedi (rematypis), HUPKOBI KONIKW;

3 60Ky LeHTpanbHOI HEPBOBOI CUCTEMMW: FOJIOBHWIA Binb, PUrigHICTb NOTUNNYHNX M’S3iB,
6ntoBaHHS, MNSBICTb, APATIBNMUBICTb, CUHAPOM YPaXeEHHS CMUHHOTO MO3KY;
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3 60Ky LUNYHKOBO-KMLLUKOBOIO TPaKTy: KpnBaea 6/0BOTa (remMaTtemMesnc), AbortenonibHmi
pioKWiA Kan (MeneHa), BUAINEHHS ACKPaBOi YEPBOHOT KPOBI 3 NPAMOT KUMKW, Binb Y XMBOTI;

IHWi: 6e3nigcTaBHi HOCOBI KPOBOTEYI b0 KPOBOTEYi Y CNM30BUX 060OHKAX POTOBOI
MOPOXHWHK, KPOBOXapKaHHS, 3aauka (reMaToMmn Npu3BoasTb 40 06CTPYKLUIT AnxanbHUX
Wwnaxis), HAAMIpHA KpoBOTEYa NICNA PyTUHHUX CTOMATONONIYHUX Npouenyp, He3Ha4YHMX Nopisis
abo TpasM TOLWWO.

KpoBoTeua y xBopux Ha reMoinito He WwemnaLwa, Hixx y 3BM4anHnxX niogen, ane Tpusae noBLE.
OTO0X, HaBiTb HE3HAYHE NOPAHEHHS MOXE NPWU3BECTW 4O BTPATW BENNKOro 06’emMy KpoBi. Ane
BinblicTb KPOBOTEY Y NtoAei i3 remodinieto BigbyBaeTbCs BHYTPIWHbLO, WO € CEPO3HILIO
npobnemoto Ansg 300poB’s. HarnownpeHiwi kpoBoTeui y M’'a3ax nneya i nepeannivus,
KnyboBO-NonepekoBoMy M’si3i (MepeaHs YacTnHa NaxoBoi 30HK), y cTerHax i nuTkax. Cyrnobw,
SKi HaMyacTiwe cTpaxaatTb, — KOMiHA, KICTOYkM Ta NikTi. AKwo kpoBoTeya barato pasis
BinOyBaeTbCsl B 0oHOMY cyrnobi, BiH 3a3Ha€e NOWKOOXEHb i cTae 6onoYmMm.

MoCTiiHi KPOBOTEYI MOXYTb CMPUYUHUTI aPTPUT, WO YCKNAAHIOE X04b0Y i MPOCTi
HaBaHTaXxeHHs. BooHouyac remodpinis 3assnyaii He 3adinae cyrnobu KUcTi (Ha BigMiHy Bif
OesKux BUAIB apTpuTy).

MMauieHTam i3 TaXKMMU chopmamm remoinii 3arpoxye iHBaniamsauis BHaCnigoK 4acTux
KPOBOBWUBIB y Cyrnobu (reMmapTposiB). TaKoX BHYTPILHI KPOBOTEYI MOXYTb MOWKOAXYBATH
Oynb-sKi OpraHu i TKaHWHK Ta 3arpoXyBaTu XUTTIO IOAUHW, afXe 3p0ocTae pusnk 3arnbeni
BiJ KPOBOBUNNBY B MO30K Ta iHLI XWUTTEBO BAX/IMBI OpraHu.

3a piBHEM aKTMBHOCTI AeiumMTHOro gpaktopa y nnasmi Kposi po3pi3HSATb 3 POPMM TSAXKOCTI
remoqoinii: TaXKa, cepeHs, nerka.

Jeski nocnigHUKM BUOINAIOTb TakoX NpuxoBaHi popmm remodinii, konun aktmeHicTb pVIII/IX
cTaHoBuTb 25-50%.

Cnig nam’atatu, Wo, He3Baxxatoum Ha Te, Wo remModinis B nepeBaxHii 6inblIOCTi BUNAAKIB €
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CMNafKOBMM 3aXBOPIOBAHHSAM, MNEPLWONPUYNHY KOO Hapasi HEMOXNBO YCYHYTU, Cy4acHi
MEeToaM NPOdiNakTMKM ycknaaHeHb 4OCUTbL edhekTUBHI. TpaaumuiriHa Tepanis nepenbayae
BHYTPIWHbOBEHHE BBEAEHHS cneundiyHnx oakTopiB 3CigaHHS KPOoBi (BiAMOBIAHO OO TUMy
3axBOPIOBaHHSA). Taki KOHLEHTpaTV BUrOTOBASIOTb HA OCHOBI JOHOPCbKOI KPOBI (NPOAYKTH i3
nnasmu) abo reHHo-iHXeHepHMX KNiTUH (pekoMbiHaHTHI NpoaykTn). KpoBoTeya NpUNUMHSETbCS,
KON JOCTaTHSA KiNbKiCTb (hakTopa 3CifaHHs Oocsrae Micus, Wwo KpoBuTb. KpoB cnig 3ynvHATK
SIKOMOra WBKAlWe — Lie AONOMOXe 3MEHWNTY Bifb | NOWKOAXEHHS Cyrnobis, M's3iB Ta opraHis.
SKIWOo KpoBOTEYA NIKYETHCS WBUAKO, NOTPIOHO MEHWE KOHLEHTpaTY, Wwob 3ynuHnTM KpoB. 3a
naHmmn BOO3, nuwe 25% XBOpUX OTPUMYIOTb aeKBaTHE NiKyBaHHS.

Mam’aTaliite — camonikyBaHHs MOXe ByTu WKioNMBMM ANS BALWOro 340POB’S.

Tomy npwu nino3pi y cebe abo Bawmx 6AM3bkmx reMoqinii He0bXigHO 3BEPHYTUCS OO CiIMENHOro
nikaps, SK1in NpU3Ha4nTb BaM AiarHOCTUYHI JOCNIOXEHHS (3aranbHui aHania Kposi;
NPOTPOMOBIHOBMIA Yac i akTMBOBaHWIA 4YacTkOBMiA TpoMbonnacTuHoBmin yac (AYTY); BU3HaYeHHS
akTmeHocTi dpakTtopis VIl i IX; npeHaTtanbHy OiarHOCTUKY BariTHAM XiHKaM, HOCISIM reMoqoinii,
Ha 9-11 TUXHi — xopioHbioncito, abo Ha 18 TUXHI 4m Ni3Hilwe — 3abip KPOBi NNoaa) i Ha ix
niacTasi, NPW BUSIBNIEHHI 3aXBOPIOBAHHSA NPU3HAYMTb NiKyBaHHS.
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