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1. LLLO TAKE XBOPOBA BEXYETA?

1.1 UWlo ue o3Hauvae?

CnHapom 4m xBopoba bexyeTa (XB) - ue cucteMHUin BacKyniT
(3anasieHHA KPOBOHOCHUX CYAUH B YCbOMY OpPraHi3mi) HeBigoMoro
NoXoa)XeHHs. Cnn3oBi (TKaHMHW, WO NPOAYKYIOTb CQIN3 Ta BKPUBAKOTb
MOBEPXHIO TPABHUX, CTAaTEBMX Ta CEYOBMBIOHNX OpPraHiB) i LWKipa
ypakatoTbCA, OCHOBHMMU NPOsiBaMN € peunnnuBHi BUPA3KN B POTi Ta Ha
reHiTaniax i3 3any4eHHAM ypa)KeHb o4en, cyrnobis, wWKipy,
KPOBOHOCHUX CYOWUH | po3siafiB HepBoBOl cncteMn. Xb Ha3BaHa B 4eCTb
TypeubKoro siikaps, npodecopa Xynycm bexyeTa, wo onucas ii B 1937

p.

1.2 Hackinbku nowimpeHolo € xBopoba?

Xb € BisiblW NownpeHoo Yy AesKMX YacTUHax CBiTy. NeorpadivyHmnm
po3nonin Xb cnisnagae 3 ictropn4yHum "LLIoBKOBUM wiigxomMm". BoHa B
OCHOBHOMY CMocCTepiraeTbCsa y KpalHax Janekoro Cxoay (AnoHis,
Kopes, Kutan), CepeaHboro Cxopny (IpaH) i Cepe3eMHOMOPCLKOro
bacenny (TypeyynHa, TyHic, MapokKko). PiBeHb NOWNPEHOCTI (YnCno
MayieHTIB y nonynauii) y gopocnin nonynsauil ctaHoeutb 100-300
Bunagkis/100 000 oci6 B TypeyyunHi, 1/10 000 B AnoHii, i 0,3/100 000 B
MiBHIYHIN €EBpoONi. 3a AaHUMMN OoCNig>XeHHS, npoBegeHoro B 2007 poui,
nowmnpeHictb Xb B IpaHi 68/100000 xunTtenis (apyra HavsuLlia B CBITI
nicna TypeddnHu). Kinbka Bnnagkis 3apeectpoBaHi B Crony4eHunx
LLITaTax Ta ABCTpanil.

Xb y fiten € pigKicHO, HaBiTb Yy rpynax BUCOKOIrO PU3UKY.
BionoBigHICTb AiarHOCTUYHUM KpUTepiam y giten 0o 18 pokis
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CTaHoBUTb NpnbnnsHo B 3-8% BCix NnauieHTiB Xb. B winomy, Bik noyaTky
3axXBOpOBaHHA CTaHOBUTbL 20-35 pokiB. BoHa piBHOMiIpHO po3nogineHa
Mi>XK XKiHKaMu Ta 40J10BiKaMun, BTiM Yy HYOJI0BIKiB 3a3B14Yaln NPOTIKAE
Ba)XK4e.

1.3 AKi € NPUYMHM 3aXBOPIOBaAHHA?

ETionoria 3axsoptoBaHHA HeBigomMa. OCTaHHI OOCNiIOXKEHHSA, NpOoBeAEHi
Yy BE/MKOI KiJIbKOCTI Maui€HTIB, CBiAYaTb NPO Te, WO reHeTUYHa
CXUJIbHICTb MOXXe MaTun Aesky posib y po3BuTKy Xb. Hesigomi
cneyndivHi Tpurepn. Jocnig>XeHHA NPUYNH i JiIKyBaHHSA 34iNCHIOTLCS
B OEKI/IbKOX LEeHTpax.

1.4 Yn Xb € cnagkKoBolo?

HemMae 3aKOHOMIpPHOCTI ycnagkyBaHHsA Xb, Xxo4a gesika reHeTUYHa
CXUNbHICTb MNiAO3PIOETLCSA, 0CODMNBO Yy BMNaAKax PaHHbOrO NOYaTKYy.
CnHAOpPOM MNOB'A3aHUN 3 reHeTU4YHo cxmnbHicTio (HLA-B5), ocobnuso y
nauieHTiB i3 CepensemMHoMopcbkoro 6acenHy i lanekoro Cxony. Tam
ICHYIOTb MOBIAOMMEHHSA NPO CiM’l, AKi CTpaxkaatoTb Bif L€l xBopobu.

1.5 YoMy Mo AMTUMHA Ma€ Ue 3axBOploBaHHA? Y1 MO>XXKHa Horo
nonepeanTn?

Xb He Mo)xe ByTn nonepen)xeHa OCKiNIbKW il NPUYNHN HeBigoMi. Hemae
4Orochb, Wo B noBuHHI 3pobuTtn MmeHwe abo binbwe, wob 3anobirtu
BUHUKHEHHIO Xb y Bawol ANTUHN.

1.6 Ym € Xb iHdeKkuinHo?
Hi, He €.

1.7 AKUMMN € OCHOBHIi CMMNITOMU?

Bupasku B poTOBiM NOPOXKHUHI: LIS 03HaKa Manxe 3aBXAWN HasBHa.
Bupa3ku B pOTOBIN MOPOXKHUHI € MOYAaTKOBMMU NposBamMun 6am3bko y 2/3
nauieHTIB. Y BiNbLIOCTI AiTen po3BMBAOTbLCSA MHOXKWUHHI, OPiOHI
BMPAa3KW, WO BiAPI3HATLCS Bif NepioandYHNX BUPa3oK, AKi €
MNOWNPEHUMWN B ANTUHCTBI.
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FeHiTanbHi BUpPa3KKn: Y XJIOM4YMKIB BUPaA3KM Han4acTiwe
JIOKanNi3ylTbCA Ha KannTUi, piawe Ha CTaTeBOMY 4ieHi. Y fopocnnx
MauieHTIB YONOBIYOI CTaTi BOHU Make 3aB)XXAM 3anunwaTh wpamun. Y
OiBYaTOK 30BHILLIHI CTaTeBi OpraHn Han4vacTiwe ypaxkatoTbcs. Li
BUPa3KM HaragyTb BUPA3KN B MOPOXXKHUHI poTa. [iTn MaloTb MeHLe
reHiTasibHUX BMPa30K A0 HAaCTaHHA CTaTeBOI 3piNIOCTi. XNIOMYNKN
MOXYTb MaTWN peunanBHNUA OPXIT (3anasieHHs S€EYOK).

YpaXkeHHA WKipKu: € pPi3HOMaHITHI ypa>KeHHs WKipn. AKHenoAibHi
ypaKeHHS (Byrpi) BAHMKaOTb JiMLe Micns CTaTeBOro A03piBaHHS.
By3nyBaTa eputema € 4epBOHUM, D0IOYNM, BY3JIOBUM YPaAXKEHHSAM, LLO
3a3BUYal JIOKaNi3yETbCA HA HMXXHIX KiHLiBKaX. Lle ypa)keHHs
HanyacTilwe BUHUKAE y AiTen nepegnybepTaTHOro nepioay.

MaTepriyHa peakuina: lMaTepria - Ue peakKTUBHICTb LWKIPN Ha YKON
roOJIKN y nauieHTiB i3 Xb. LA peakuid 3aCTOCOBYETbLCS K AiarHOCTUYHNIA
TecT npu Xb. Micna NpoKoay WKipyn CTEPUSILHOKD FOJIKOK Ha
nepennniyyi B Mexxax Big 24 no 48 roanH oopMytoTbCs Nanynm
(NigBUWEHNIA KPYT M BUCUM) Ta NYCTYAU (KPYranin npunigHaTum
rHIMHUW BUCKUN).

Ypa>xeHHs ouyen: Lle € ogHNM i3 HAaNCEepPMO3HILLINX NPOSBIB
3axXBOPIOBaHHSA. Y TOW 4ac, 9K 3araJibHa NMowwnpeHiCTb CTaHOBUTb
npnbnnsHo 50%, BoHa 3pocTae Ao 70% y xnon4ukis. [iB4aTKa
ypaxkatoTbca pigwe. Y 6inblIOCTi NauUieHTIB 40 Npouecy 3a1y4aloTbCA
obuaBa oKa. Ypa>keHHs o4en 3a3BMYaln PO3BMBAETHLCA Yy NepLli Tpwu
POKM Bifli NOYaTKY 3axBoptoBaHHS. [Nepebir 3axBoploBaHHA 04en €
XPOHIYHNM, 3 PIOKICHUMUN 3aroCTpeHHAMU. [leaKi CTPYKTYpPHI
NOWKOO)XEeHHSA BiabyBalOTbCA BHACNIAOK LLUKIPHOMO 3aroCTPEeHHS, WO €
MPUYNHOIO NOCTYMOBOI BTPaTK 30pY. JIiKkyBaHHSA 30Cepen)xKyeTbCs Ha
KOHTPOJIi 3anafieHHs, nonepen)XeHHi 3arocTpeHb Ta YHUKHEHHI
MiHIMaNlbHOI BTpaTun 30pY.
3any4yeHHa cyrnobies: Cyrnobu 3anyyatoTbca y 61m3bko 30-50%
niten i3 Xb. 3a3Bu4anm yparkatoTbCHa rOMINIKOBO-CTYMHEBI cyrnobwu,
KOJIiHa, 3an'aAcTs i NiKTi, i, AK NpaBu10, 3aJly4al0TbCA MeHLIe YOTUPbOX
cyrnobis. Ha wacT4, ui edhekTn 3a3Bn4al TPUBAKOTb JINLLIE KiJlbKa
TUXHIB, i CAaMOCTINHO. Haa3BMYanHO pPiaKo Lewn Bua 3anajeHHs
BUKJIMKAE YparkeHHSA cyrobis.

HeBponoriyHi 3MiHn: 3pigka y agiten i3 Xb po3BMBatOTbCH
HeBpoorivyHi npobnemun. Cyaomu, NiagBULLEHHS BHYTPILLHLOYEPENHOIro
TUCKY (TUCKY BCepedunHi Yepena) i3 BianoBiAHMMU roNOBHUMKU Bonamu i
MO3KOBOI CUMNTOMATUKOI (basiaHC 4YM Xo4a) XxapaKTepHi. HanBaxkui
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dopMKM cnocTepiratoTbCA Y HONMOBIKIB. Y AeAKUX NaLIEHTIB
PO3BMBAOTLCA NCUXiaTpUYHI npobnemu.

Ypa>KeHHA CYAMUH: YpaXKeHHS CyauH BigMivaloTbCca y 61n3bKO
12-30% toBeHiNnbHOI Xb i CBig4YaTb NPO MOraHUM NPOrHo3. YpakarTbCA i
BeHW, i apTepil. CyauHn pizHoro Kanibpy MoXXyTb 3asy4aTUCSH B
MaToJIOriYHUW Npouec; 3rigHoO A0 KNnacudikauii 3aXBOpPOBaHb L&
PO3rNAfa€ETbCs AK "BaCKyNiT CyAUH pPi3HOro Kanibpy". 9k npasuo,
yparkatoTbCsA JINTKOBI M'5131 i3 pO3BUTKOM Habpsaky i 6oto.
LLINyHKOBO-KMLUKOBI ypa>keHHA: BoHW € Hanbinbw TunosmmMun ans
nauieHTiB 3 [lanekoro Cxony. OBCTe)XeHHs WNyHKa BUABISE BUPA3KN.

1.8 Yn 3axBoprOBaHHA OAHAKOBO NPOTIiKAa€E y BCiX Aiten?

Hi. eaki aiTn Mo)XXyTb MaTW HE3HAYHI NPOsBU XBOPOOU 3 piaKiCHUMU
enisofamMm BUPa30K B MOPOXKHWUHI poTa i AeAKMMU NPOsiBaMU LWKIPHOIO
YPa>KeHH4A, B TON 4Yac SK Y iHWNX MOXYTb Ypa>kaTUCs O4i | HepBoOBa
cucTeMa. ICHYITb TaKOXX OesKi BiAMIHHOCTI MiXX OiBY4aTKaMW i
XJI0N4YNKamMu. X0N4nMKam BAaCTUBUN Bark4imin nepebir 3axBoproBaHHS i3
YaCTIWWM Ypa>KeHHAM 04en i CyauH, HiXK aiB4aTkaM. Kpim Toro,
LLUNPOKNIA reorpadivyHNin po3noLin 3aXBOPOBaHHA 3yMOBJIOE Te, L0
NOro KJIiHIYHI NPOSiIBU MOXYTb BiAPIi3HATUCS NO BCbOMY CBITY.

1.9 Yn 3axBOplOBaHHA Y AiTeMn BiApPI3HAETLCA Bif, TAaKOroy
aopocnux?

Xb piglwe 3ycTpiYaeTbCa y AiTeN y NOPIBHAHHI 3 LOPOC/IUMU, ane €
binbLwe cimenHux sunagkis cepen giten 3 Xb, HiXK y AOPOCUX.
3axBOPIOBAHHA, O PO3BMBAETLCA Y AiTEN NiCNA CTaTeBOro A4o3piBaHHS
Dinblwe Haragye Take y gopocnux. B uinomy, He3Ba>katoym Ha Aeski
BiaMiHHOCTI, Xb y AiTen Haragye xsopoby y opocaunx.
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