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bonesznp Kypy — ¢opma TpaHcMuccuBHON ry04aroil sHue(danonaTuu, BbI3blBaeMasi MpHO-
Hamu. 3abosieBaHME NPOTEKAET KaK HEHpOJereHepaTHUBHBIA MpoIecCc, HEU30eKHO NPUBOIUT K
cMeptu. Berpedaercst ouens penko, 10 1960-bIX T010B pacnpocTpaHsiiach B TOpHbIX paiioHax I[la-
nya-Hosoii ['Bunen, snmnemus Hayanacs B ruieMeHu dope.

Knuauueckast kapTuHa Kypy NposBIIsieTcs KaK IPOrpecCUpyroiasi MO3KeUKoBas aTakcus. 3a-
0oneBanue npoxoaut 4 craguu. [lepas nqoximHndeckas nian oeccumnromuas — 10-50 net, Bropas
amMOynaTOpHasi: HapyIIeHUs: KOOPJAUHALMH, TPEMOp, HapylLIeHUEe peuu, OJIHAKO CUMIITOMBI BCE €lle
IIO3BOJISIFOT YEJIOBEKY XOAUTh. TpeThs cragus cujsdasi, Ipd KOTOPOM K aTaKCUU U JPOXKH IPUCOETU-
HSIOTCSI CUMIITOMBI HapyIlIEHUs] MCUXHUKU (HEKOHTPOJIMPYEMBIH CMeX, JAENpeccus), HO MpH 3TOM
OO0JIbHBIE HE MOTYT XOJUTh M TOJBKO CUIAT 0€3 MOoANepKKH. B 4eTBepTyr0 TepMUHAIBHYIO CTAIHIO
IIPOrpeccupyeT aTakCHsl, YeJIOBEK HE MOXKET CUJETh 0€3 MOAICPKKH, O0JIbHbIE [IEPECTAIOT FTOBOPUTH
U €CThb, HO CO3HAHME IpU 3TOM coxpaHsiercs. HeBponorunueckue mnocieiacTBusi U MH(PEKINOHHbIE
OCJIO)KHEHUS!, MOSABIAIOIIMECS B TEUEHUE IO, M0CJIe BO3HUKHOBEHUS CHUMITOMOB, MPHUBOIAT K
CMEpTH.

Tonbko B 1997 rony Crannu [Ipy3unep npenctaBuil IpUOHHYIO TEOPUIO B Pa3BUTUU ry0ya-
ThIX dHIEdaronaTuid. [IproH — 3T0 OENOK MPaBHILHOW aMUHOKHCIOTHOHN MOCIIE0BATEIIEHOCTH, HO
HEeNpaBWIbHOM KoHUrypanuu. OTiIMdMe 3aKIH04aeTcss B M3MEHEHMHM BTOPUYHOM W TpeTHMYHOU
CTpYKTyphl O0enka. HopmanbHas opma pacTBopuMa U MoABEpkKEHa IPOTEOTIN3Y, TOT1a KaK MPHUOH-
Has Gopma Oenka ycToluMBa K Jerpaganuu ¢pepmMentamu. Tak e Joka3aHo, 4TO 00pa30BaHUE XOTS
OBl OJTHOTO aHOMAJILHOTO OeJiKa 3alyCKaeT LEMHYI0 PeaKIUI0 CUHTE3a MPUOHHOB, YTO 00YCIIaBIu-
BAaeT MaTOreHe3 MPHOHHBIX 3a00JI€BaHUH.

bonesHs Kypy xapakTepusyeTcsi HEOOBIYHOM CIIOCOOOM Iepeiadr UHPEKIUN — Yepes3 morpe-
OanbHBIN KaHHHOAMM3M. 3a0oeBaHKe NepeJaeTcs MpH 3arjJaTbIBaHUM MPHOHHBIX YACTHII, KOTOPbIE
KOHILEHTPHUPOBAJIUCH B TKAHSAX MO3ra. XapakTep pacnpocTpaHeHHs O0JI€3HHU B BUJIE AIIUAEMUHU B OJI-
HOM M30JIMPOBAHHOM OOIIECTBE YKa3bIBAa€T HA BOSHUKHOBEHHE OJJHOI'O CLIOPAINYECKOT0 cilydas Jpy-
roro MpUOHHOTO 3a0oJyeBanus — 6one3nn Akoba-Kpeittidensaa. Mo3r 6016HOTO ObUT MTOABEPIKEH
puUTyally KaHHHOAIM3Ma, YTO CIIOCOOCTBOBAJIO PACIpPOCTPaHEHUI0 MHPEKIMU. Tak ke CTaTHUCTHKA
MTOKAa3bIBAET, YTO OOJIE3HBIO KYPY B OCHOBHOM O0JIEH JKEHIIUHBI U I€TH, HO HE MY>KUYUHBL. JTO CBsI-
3aHO ¢ OCOOEHHOCTBIO PUTYaja: MY>KUMHBI MO€AAIN MBIIIIBI, a )KEHIIWHBI U J€TH MO3T U Ipyrue
CyOIpOAYKTHI.

Onujemus Mouuia Ha craj Bo BTOpol nojosuHe 20 Beka, 1ociie NPeAoI0KEHUs MEXaHU3Ma
nepenayu 60s1e3HU Kypy. bonbHble pogomkany ymupats emte 50 et u3-3a ATUTeNIbHOTO HHKYOa-
rmonHoro nepuona. C 2010 roga He 3aperucTpupoOBaHO HU OJHOTO ciIydas O0JE3HH KypYy.

[TpronHbIe 3a005I€BaHUS XapaKTEPU3YIOTCSI OJJTHUM BO30YAUTEIEM, TATOT€HE3 U MTPOSBIICHUS
3aBUCAT TOJBKO OT JIOKAIM3ALMHU OpaskeHHs Mo3ra. M3yuenue 00Je3HU Kypy U IPYTHX MPUOHHBIX
3a00JsieBaHUI TIO3BOJISET T1y0Ke N3ydaTh NMPOLECChl U3MEHEHUI TKaHU MO3Ta IIpH IpYTrux Heipone-
IeHEepaTUBHBIX 3a00JIEBaHUSIX.

957



