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Crunanbhast mMbimednasi arpodus (CMA) - rpymma TsKEIbIX HAC/IEICTBEHHBIX 3a00/1eBa-
HUIl, XapaKTepU3yIoIuXcs JiereHepalueil JBUraTe/ibHbIX HeHPOHOB CIUHHOTO MO3ra C IIOCJIe-
JAyIoIeil arpodueil monepevHonoaocaToil Meimedroi Tkaau. [Ipwanna CMA - meserus rena
SMN 1, xoropsriit komupyet 6eok SMN, yuacrBytormuit B craiicunre npe-MmPHK. Jlannbrit Ge-
JIOK KOJIMpPYeTCcs TakzKe renoM-mapasnorom SMN 2, ¢ koroporo B 85% cCiaydaeB CUMTBIBACTCS
JtlebeKTHBIE MOJIEKYJIBI OesTKa, He CIIOCOOHBIE BBITOTHATH cBou byHKImu. B orcyrcrsun SMN 1,
red SMN 2 siBisiercst ocHOBHBIM renoM-moaudukaropom CMA [2|. Hecmorpst Ha To, urO Te-
HeTudeckne OCHOBBI marorene3a CMA xopoino uzydeHbl, TOUHBIE MOJIEKYJISIPHBIE MEXaHU3MbI
pa3BuTHsI 3a00/I€BaHUs JI0 CHX TIOP OCTAIOTCS HEBBISICHEHHBIMU. V3y1eHne maToiornaeckux mpo-
IIECCOB, MTPOUCXOIAIINX B Te(PEKTHBIX HeHPOHAX, 3aTPYJIHUTEIHHO 110 TPUINHE HEBO3MOKHOCTH
UX TOJIydeHns 0e30IaCHbIM U HEMHBA3UBHBIM CIIOCOOOM U3 OpraHu3Ma MallMeHTa, a MOCTMOP-
TaJIbHbIE HEHPOHBI JIAIOT IIPEJICTABIEHUE TOJHLKO O TePMUHAJLHON cTajun 3aboseBanusd. [[is
[IPEOJIOJIEHUsT TAKUX TTPOOJIEM NP U3YyUeHWH 3a00JIEBAHUIl B HACTOSMINEE BPEMs ITPUMEHSIETCs
MeTO/T, CO3JIaHNS KJIeTOTHBIX MOJIe/Ieil, OCHOBAHHBIN Ha MCIIOIH30BAHNN WHTYTUPOBAHHBIX TLITIO-
punorenTHbIX ¢TBOIOBLIX KieTok (UIICK) mammenta [3].

B marmeit pabote ObLja BBINOJIHEHA CPABHUTEIbHAS XapaKTEePUCTHKA paHee MOJyIEeHHbIX B
HaIlell J1abOpaTOPUU KJIETOIHBIX Mojeseit, qemoncTpupyomnmx denorurbl CMA 1 u II Tumnos,
Ha Pa3HbIX cTajausax Hefipambaoit quddepentmposkn [1]. C momormpo BecTepH-6I0T aHAIN3
MBI IIOKa3a/u yMeHbIeHne koymdectsa Oenka SMN B kynsrype UIICK u npemmmecTBeHHIKOB
MOTOPHBIX HEPOHOB, MOy 9IeHHBIX OT narmueHToB co CMA obonx TUIOB, IO CpaBHEHUIO C KJIET-
KaMHU, IT0JIy9eHHBIMHU OT YCJIOBHO 3JI0POBBIX IAIIMEHTOB. BBIABIEHO CHUXKEHNE YPOBHS SKCIIPEC-
cun nosHopasmepHoro Tpanckpunta SMN Ha Bcex crajuax HeiipaabHOil quddepeHnpoBKu B
kierkax ¢ dpenorurrom CMA T u II tumos orHOCHTEIBHO HOPpMBI. Tak:ke 0OHAPYKEHO YBEJIU-
JeHne ypoBHs HermojHopa3MepHoro Tpanckpunra SMNAT, cBasannoe ¢ penenueii rera SMN 1
n vaguaueM SMN 2. TlokazaHo n3MeHeHne YPOBHsI TPAHCKPUIIIIANA T€HOB-MOIM(PUKATOPOB: PN
CMA I tuma B 3pejbIX MOTOPHBIX HEHPOHAX YBEIUINBAETCS KOJIUIECTBO TPAHCKPHUIITOB Te-
o DNCH1 u RPL6, a Takxke yMmeHbInaercsa yposenb skcipeccun PLS3, NCLD, CDK2AP1
OTHOCUTEJILHO HOPMBI.
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