bojae3sns Buiabcona-KoHoBaJjioBsa
WJIA renarouepeopajabHas 1UcTpopust




bosne3ns Bunbcona-KoHoBanoBa (renaroieHTUKYIIIpHAs JEereHepalus) BisieTCs
HACJICJICTBEHHBIM HapyILIEHUEM OOMEHA MEJIU B YEJIOBEUECKOM OpraHu3Me, IIPU KOTOPOM
JAHHBIM MUHEPAJI HAKAIUIMBAETCS B PA3JIMYHBIX OpraHax (Harpumep, B TOJIOBHOM MO3Tre
WJIM TICYEHU ), YTO MIPUBOAUT K HAPYIIECHUIO UX QYHKIIMI U MATOJOTMYECKUM U3MEHEHHUSIM B
HUX.

~  Juarnoctupyetrca y 5-10 % OONABHBIX [IUPPO30OM MEUECHU JOLIKOJIHHOTO U IIKOJIBHOTO
BO3pacTta. 3a00s1eBaHKe EPEAACTCS M0 AyTOCOMHO-PELECCUBHOMY THITY, 00YCJIOBIICHO
HU3KHUM WM aHOMaJIbHBIM CUHTE30M LIEpYyJIOIIa3MUHA - OeJiKa, TPAaHCIIOPTUPYIOIIETO
Menb. ['en ATP7B, myTaniuu KOTOpOro BhI3bIBAIOT 3a00JI€BaHUE, PACIIOIOKEH Ha 13-i
XpOMOCOMe

-  JlanHas 60J€3Hb BCTpEUACTCs KaK y JKCHIIWH, TaK U Y MYX4uH, mpuMepHo 30 ciaydaen
Ha MWIJIMOH YeJIOBEK. Y MYKUMH 3a00JIeBaHNE JUArHOCTHUPYETCS B UETHIPE pa3a varllie,
4TO 3a()UKCUPOBAHO HE3ABHUCUMO OT MECTa MPOKUBAHMS U 00pa3a KU3HU YEIOBEKA.
J171s1 pernoHOB, B KOTOPBIX CYIIECTBYIOT OJIM3KOPOACTBEHHBIE Opaku, 00JIe3Hb
Bunbscona-KoHoBanioBa quarHoCTUpyeTCs ¢ OOJIbIICH YaCcTOTOM.




CMNTOMBI

~  bone3ns Bunbcona-KoHoBamoBa MOXET MPOSIBASTHCS ABOSIKO, 0COOEHHO pa3inyaeTcs
neo01oT Kaxaou u3 popm. Eciu natonorust o0pasyercst B IEUYEHH, TO CO BpEMEHEM
pa3BuBaeTcs Huppo3. [Ipu HEBPOIOTHYECKUX OTKIOHEHUAX MOPaXKaIOTCs Oa3aibHbIE
raHIJIuM, KOpa roJIOBHOTO MO3ra U Mo3ke4uok. HeBpanruueckast opma 1aHHOM 00JI€3HU
XapaKTepU3yeTCs CIEAYIOEH CUMIITOMATHKOM:

- IlposiBneHnEM TpeMOpa U TPUMACHUYAHBS;

- HanumuumeM xopen@opMHBIX JTBUKEHUN KOHEUHOCTIMU(IIOPBIBUCTHIC U
Oecrops0YHbIE JBUKEHUSI KOHEUHOCTEH )

- Bo3HUKHOBEHHEM aTaKCuu (HapyIIEHHE COTIIACOBAHHOCTH JBM)KCHUHN Pa3IMIHBIX
MBIIIIIT)

- OnuiIenTUYeCKUMU IIpUIIaaKaMHu.
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~ Ilpu octpom Teuenun y 25 % O0NIbHBIX, O0JE3HB MPOSIBISAETCS BHE3AITHO, MOSBIISETCS
KEJNTyXa, NOBBIIAETCS TEMIIEpaTypa TeJla, BO3HUKAET CIadOCTh U PACCTPOMCTBO
anmnetruTa. Pa3zBuBaeTcsa ned€HoUHasi HEIOCTATOYHOCTh, UMEIOIIAs MOJTHUEHOCHOE
TeueHue. B OonpIIMHCTBE CiydaeB 3a00J1€BaHUE 3aKaHYMBAETCS JIETAIbHBIM UCXOJIOM,
HECMOTPS Ha IPOBOJMMOE JIeYEHNE. XPOHUYECKOE TEUCHHE 3a00JIEBAHUSI UMEET
MEJIJICHHBIN XapaKkTep U HE MPOSIBISCTCS y AeTer 10 T Jet. B 42% ciiyuaeB 00J1€3Hb
Bunbscona-KoHoBanoBa HAUMHAETCS C MPOLIECCA MOPAKEHUS [IEUCHMU.

~ Iled€HOYHbIE M HEBPOJIOTUYECKUE HAPYLLICHUS MOABJIAIOTCA C OAUHAKOBOM
YaCTOTHOCTBIO Y TIPU OTCYTCTBHUU CBOEBPEMEHHOTO JICUEHUSI BOBMOXHO Pa3BUTHE
o0eux (opm Oosie3nu. HauanbHas cTaaus xapakTepusyeTcs JTUIIb ICUXUYECKUMU
HApYIICHUSIMU, KOTOPbIE JIaXKe MPHU JUTUTEILHOM JICUCHUHU HE UCKOpEeHsAtoTCA. YacTo
ne010T 3a00J1eBaHUsT COMTPOBOXKIACTCS CAEAYIOUMMHU CUMIITOMAMH:

- JIuxopajka;
- Ilopaxenue CycTaBoB;
- T'emomuTHuyeckast aHeMusl.

Ot nepen30bITKa MEIU B OpraHu3Me, XapakKTepHOM I CHHApoMa BuiibcoHa-
KoHoBasioBa, BOZHUKAET 1IEJIbIA PsI/I COMYTCTBYIONIUX 3a001€BaHU: caxapHbIi 1Ua0eT,
AHEBPU3M, ITATOJIOTUYECKOE N3MEHEHHUE COCYNIOB, PA3BUTHE aT€POCKIIEPO3a U CUHAPOMA
MdaHKOHHU.




JleyeHune

-  Jleuenme 6one3nn Bribcona-KoHoBanoBa HOCHT CUMITTOMATHYHBIN XapaKTep U B €ro
OCHOBY BXOIUT CHUKCHHC 3al1aCOB MCIHU B OPIraHU3MC 1 YMCHBIIICHUC e IMOCTYILIICHUA
C IPOAYKTAMM ITUTAHUSI. MCI[I/IKaMeHTOSHOG JICHCHHUC HAIIPABJICHO HAa BBIBOA MCIH U3
oprannsma 1pu 1moMomu COOTBCTCTBYIOIIUX JICKAPCTBCHHBIX IIPCITAPATOB: COJIM IIMHKA
n D-HCHI/IHI/IHJIEIMI/IHa. K&)I(I[I)Iﬁ MManucHT JICYHUTCA 110 HHﬂHBHHyaHBHOﬁ CXEMC, UTO
O4YCHb BA’KHO ITPHU JaHHOM 3a0oseBannu. [locTeneHHo HO03bI ITPCIIapaToB
YBCINYUBAIOTCA, YTO ITIO3BOJIACT I[O6I/ITI>C$I JIydmiero pe3yibrara.
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