Y4yeHsble [Monntexa nuyT cnocobol iev4eHna 6osesHun
AnbLrenmepa

Henpobuonorn ns CaHkT-MNMeTepbyprckoro NoIMTEXHUYECKOr0 YHUBEPCUTETA
MNeTpa Benukoro ony6ankoBanum cTaTbio, B KOTOPOM pacCka3asim O CBOEM
nccnenoBaHUM NMPUYNH 1 NpegnonaraemMbix cnocoboB nevyeHmns 6onesHm
Anburenmepa. Y4yeHble cBsi3ann 3aboneBaHme C reHamm, oOTBeYaloWmMMn 3a
hbopMUpoOBaHME KOHTAKTOB MEXAY HEPBHbLIMU KiieTKaMn. OHM TakK>Xe Haluu
BelW,ecTBO, CNOCOBHOE 3HAYNTESIbHO CHU3UTb OTpULLATENIbHOE BINSHME MyTaLWn B
3Tux reHax. PaboTta onybankoBaHa B »XypHane Neuroscience.
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BonesHb Anburerimepa — 04HO M3 CaMblX pacnpoCTPaHEHHbIX
HenpoaereHepaTUBHbIX 3aboNeBaHNI, KOTOPOE NMPOSABAAETCS B MOXKNIIOM
Bo3pacTe. Y 60/bHbIX HapyLllaeTcs cCHavyala KpaTKOBPEMEHHAsA, @ 3aTEM U
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nosiroppeMeHHasd namMmaTb, B pe3yJibTaTe Yero pa3BmMBaeTCA cna6oyM|/|e. B
HacTosLee BpeMs TOYHbIe NPUYNHBLI U OCHOBHbIE (PU3M0I0rn4YecKne nyTn
Pa3BUTUA bonesHu M3Yy4EHbI NMJ10X0, NMNO3TOMY J1IeHEHNE HE HanneHo. CoBpemMeHHas
Tepanms cnocobHa Nk 0CcNabuTb CUMNTOMBI. CVITyaLI,VIﬂ OCJ/IOXKHAETCA U TeM,
YTO Ha PaHHUX 3TalaX ONarHOCTUPOBaATb bonesHb Anbu,re|7|Mepa Kpa|7|He TAXENO.

CynTaeTcs, 4TO OCHOBHaA NpUYMHaA NOTEPU NaMATU — HapyLleHne PyHKL NN
CMHancoB B Mo3re. HempoHaibHbIA CUHAMNC — 3TO MECTO KOHTaKTa HEPBHbIX
KNeToK (HeMpoHOB) Apyr ¢ gpyrom. Korga cBsizb MeXxay HUMN HapyLleHa,
CTpagatoT MHOorme pyHKUnmM mo3ra, B 0CO6eHHOCTN NaMATb. bonesHb
AnburenmMepa MoXXeT ObITb Hac/1eaACTBEHHON. B 3TOM cnyyae y 60nbHbIX
oOHapyXMBaKTCA pa3iM4yHble MyTaunun. HekoTopbie N3 HUX MOryT BbITb B reHax,
Koaupyowmx benok — npegwecteseHHNK ammnonga (APP). Kneto4yHble hepMeHThl
(cekpeTa3sbl) pa3pe3atloT TaKoOW MyTaHTHbIN 6enok ¢ 06pa3oBaHNEM KOPOTKOWN
AMUHOKMCNOTHOW uenn — 6eta-ammnnomnga. lNMocnegHuin cnocobeH obpasoBbiBaTb
HepacTBOPUMbIE CKOMJIEHUSA, KOTOpPbIE 3anyCKaloT rybutesibHble ANna TKaHen u
KJ1eTOK npouecchl. ipyrne myTtaunm nponcxogsaT B reHax, Kognpyrowmnx 6enkn
MPEeCEeHUINHbI, KOTOPbIE PACMOJIOXKEHbI B KNIETOYHOWN MeMbpaHe 1 ABAI0TCS
4YacCTblo ceKkpeTasbl, pacwennsaouwen APP c obpasosaHnem beTa-amunonga. Bce
OHU BbiI3blBalOT 06pa3oBaHMe aMunongHbix 6519WeEK B MO3re, KOTOpPbIE U MPUBOAAT
K pa3BuTuio 6onesHn AnbLrenmepa, Hapylwasa CMHanTU4Yeckme KOHTaKThl.

Y4yeHble 13 JlabopaTopun MONEKYNAPHOW HenpoaereHepaunm nccnenoBanm
myTauunio PSEN1AE9, koTopasa oTBevaeT 3a yhasieHne onpenesieHHoro y4acTka
reHa, Kogupytouiero npeceHnnnH-1. JaHHoe HapyLleHne Bbin10 0bHapyXeHo y
MauveHToB C HacnencTBeHHoM hopmon 6onesHn AnbLreriMepa Ha TeppuTopun
OuHNAHAMK. Ona nccnepnoBaHusa aBTopbl paboTebl BBOAWAN B KYJIbTYPb
HeNpPOHaIbHbIX KJIETOK MeH C UCcaeflyemMon MmyTaunen v reH, KoAnpyowmnin
hnyopecueHTHbIN 6en0K, KOTOPbIN MO3BONSET YBUOETb MU3MEHEHNS B CTPOEHUN
cuHancos. MNMpu 3Tom oba pparmeHTa OHK BHeopannM o4HOBPEMEHHO, TaKUM
obpa3oM, KaXKabl CBETALMNNCA HEMPOH MMEN MYTAHTHbIN NMPeceHnInH-1.

Ha Tesie BOCMPUHMMAIOLLMX CUTHa OTPOCTKOB (OEeHAPUTOB) eCTb TOHKNE
LWNMNNKN, MO hOopMe KOTOPbIX MOXKHO CyaAnTb 00 X aKTUBHOCTWU U CTagumn
dopmMmnpoBaHusa cnHanca. B knetkax ¢ mytaunen PSEN1AE9 konn4ecTBo
rpnboBNAHbBIX LUMMNKOB 3HAYNTESIbHO MOHUXXEHO, YTO FOBOPUT 006 yMeHbLUEHNN
niaowann KoHTakTa Mexay HempoHamMmu. NMoMnMo popMbl LEHOPUTHLIX LLNMNKOB
N3MeHAacb CNOCOOHOCTb KAETOK NMPOBOAUTb MOHBbI KaJsibLWSA, KOTOPbIE UrpatoT
6oNbLUYIO POJIb B (POPMUPOBAHUN HEPBHOIO MMMYJibCa. Tak, B HEMPOHaXx C
PSEN1AE9 myTauunen akTUBHOCTb Aeno-yrnpassigseMbiX KasibLMeBbiX KAaHa10B (OHM
OTKpPbIBAOTCHA, KOrga 3anachl KaabUna B CNeunasbHbIX «4erno» KJIeTKU
ncrouwlatoTcs) bbisia NnoBbiLeHa. BBegeHne xumMmmnyeckoro coeanHeHuns EVP4593,
KoTOopoe BNoKMpyeT Takme KaHasbl, MO3BOJINIO 3HAYNTESIbHO CHU3UTDb
oTpuuaTesbHble SPPEKTbI MyTaLUN N MPAaKTUYECKN BEPHYTb YHKLUN HENPOHOB
B HOPMY. DTO NO3BOJIAET NPeanosioxXnTb, 4To EVP4593 n cxoxxme no MmexaHnsmy
NEeNCTBUA COeANHEHNS MOTYT CTaTb NEePCNEeKTUBHbLIMN MPOTOTUMNAMN
NleKapCTBEHHbIX NpenapaToB Ans fevyeHns 6onesHn AnburenmMepa.

«OpHako 3To 3aboneBaHne aBnseTCa MYNbTUPAKTOPHbLIM. DTO O3HA4aeT, YTo Yy
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pa3HbIX NAUMEHTOB MOryT BbiTb HAaPYyLUEHbI Pa3Hble CUFHalbHbie NYTU. TaknMm
obpa3omMm, Tepanusa A0JKHa noabmnpaTbCa MHAMBUAYaNbHO. Mbl TakXe
npeanosiaraeM, 4To coegnHeHus Ha ocHoBe EVP4593 MmoryT 6bITb MCMOb30BaHbI
ONS NeYyeHns Tex nauneHToB C 6ose3Hblo AnbLrermMepa, y KOTOPbIX MOBbILLIEHA
aKTUBHOCTb Aeno-yrnpaBisieMblX KaJibLUMEBbLIX KaHa/I0B», — FOBOPAT Y4YEHbIE.

OaTta nybnamkaunmn: 2019.08.01
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