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Beenenmne. Bokopoit amunorpobudecknii ckiepos (BAC) - namonarmyaeckoe Heiiposerere-
paTuBHOE 3a00JIEBAHIE, COITPOBOXKIAIOINIEEC THOETBIO TIEHTPAJIBHBIX U ePUdEePUIecKuX MOTO-
HEHIPOHOB, HEYKJIOHHBIM ITPOTPECCUPOBAHUEM C MOCJICIYIONEN MHBAJIMIU3AINEH U JIeTaTbHBIM
UCXOJIOM B TedeHue b JieT. B nHacrosiee BpeMs OTCYyTCTBYIOT 3D MEKTUBHBIE CPEJCTBA TPODU-
sgaktukn u jedennss BAC, uro obyciaBimBaer akTyaJabHOCTb U3yYeHUs TPOOJIEMBbI I COBpe-
MeHHON Meununbl. Pazsutne 3nanmnit 0 BAC takzke mo3BoJinT pa3paboTaTh paHHUE U CIEIH-
duveckne TMArHOCTHYECKNE METO/IbI JIJI BBIABJIEHUS JAHHOIO 3a00IeBAHI.

Henw uccnenopanus. OneHutb MopdodyHKIMOHATBHBIH cTaTyc TpancreHHbx SOD1-GI3A mbi-
meit, sxcnpeccupyoomux penorunr BAC, Ha pasjIMdIHbIX CTaIuAX PasBUTHS 3a00IeBaHNUsI.
Marepuanbl 1 MeToabl. OOpas3npl cimHHOro Mo3ra dpukcuposan B 2,5 % riayrapanibaeruie
B 100 mm PBS B teuenne 24 u npu 4 °C. Ilocre dpukcanuu kiaerkn obpabarsiBagm 1 Y%-HbiM
TETPAOKCUJIOM OCMHs B TedeHHe 1 9 M 3aTeM 00e3BOKMBAJIU C HMCIOIH30BAHUEM TaHOJIA MPU
kounenTpaimax or 30 10 96 % B Tevenne 10 MuH, aleToHa, a 3aTeM IPOBOJUIN OKOHIATETHHYIO
00paboTKy B OKMCH IIpomuieHa B Tedenue 20 MuH 1epest BerpanBanueMm B cmosry Epon 812. Tlo-
cye nogmMmepu3aruu cMosibl pu 37, 45 u 60 °C obpasiibl pa3pesasu Ha MOIy- U YIbTPATOHKHE
Cpe3bl ¢ TOMOIIBIO yabTpaMuKkpoToMa. CeKImrn MOHTHPOBAJIUCH HA MEJIHBIX PelreTKax u ObLIn
J06aBJIEHbl KOHTPACTHBIE BEIeCTBa ypaHuuanerar 2 % u MUTpaT CBUHIA. YJLTPATOHKHE Cpe-
3bI UCCJIEJIOBAJIA C MTOMOIIBIO ITPOCBEYUBAIONIErO 3jIeKTPoHHOr0 Mukpockora mpu 100 kB. s
IIPOBEJICHUA MYJIBTUILIEKCHOTO aHajll3a ObLIa HCIoIb3oBaHa maneab Bio-Plex Pro™ Mouse
Chemokine Panel 33-Plex a1t anaansza XeMOKHHOB MBIIIIH.

PesynbraThl. YIbTpacTPpyKTYPHBIN aHAIN3 CEPOrO BEMIECTBA MEPEHNX POrOB CIIMHHOTO MO3-
ra SOD1-G93A wmbImu Ha Pa3IUIHBIX CTQIUAX Pa3BUTHA 3a00J€BAHMS MOKA3aJ, UITO yKe Ha
CTaQJIUU JIOKJTMHUYIECKUX TPOSBIECHUN COXPAHHOCTL TKaHell JacTHIHO cHuKaeTcd. Tak cpean
YACTUIHO JIE3UHTEIPUPOBAHHBIX WJIN MTOJTHOCTHIO JIET€HEPUPOBABIIUX U IPEJICTABIEHHBIX PO-
CBETJIEHHBIMU O00JIACTSIMA HEPBHBIX BOJIOKOH BU3YAJIHM3UPYIOTCST MOTOHEHPOHBI C IIPU3HAKAMU
aIoNTO3a U PEAKTUBHBIE aCTPONNThI. Ha cTajun KIMHUIEeCKUX MPOSBIEHUN YIBTPACTPYKTYP-
HBI{l aHAJII3 ITOKA3aJl IPUCYTCTBUE HEOOJIBIIOTO KOJINIECTBA JIeTeHePUPOBABIITNX MOTOHEIPOHOB
C JIE3NHTErPUPOBAHHON ITUTOIIA3MO CPEJIN TIOJTHOCTBIO JIET€HEPUPOBABIIUX U MTPEJICTABIEHHBIX
[IPOCBETJICHHBIME 00JIACTSAAMU HEPBHBIX BOJIOKOH. Ha TepMunasbnoit cramn pa3suTus 3ab0s1eBa-
HUs TIOKA3aHbl 3HAYNTE/IbHBIE JIereHePATUBHBIC N3MEHEHUsI B TKaHAX. TKaHb CEpOro BelecTBa
COCTOUT U3 JIE3UHTEIPUPOBAHHOIO BEIECTBA, BBITJISISIIETO TOMOTEHHBIM, OY€PTAHUS KAKIX
OO OTPOCTKOB He OIpeesiiorcs. [IpoBeieH MyIbTUILIEKCHBIH aHaIn3 yPOBHSA ITUTOKWHOB
BOCIIAJIEHUS B CHIBOPOTKE KPOBU MBbIIIEN Ha PA3JIMIHBIX CTAIUAX 3a00/IeBaHNs 10 CPABHEHUIO C
qukuM TunioM Mbieit. [Tokazano jocroBepHoe TOBBINIEHUE JIUITD JIBYX ITUTOKIMHOB BOCITAICHUS
IL-6, MCP-1 y wmbimeit repmunaibuoii cragun BAC u yBenudenue [L-15 va cragmn TOKIHHE-
YEeCKUX IIPOsABJICHUN.

BroiBoja. Takum obpazom, pazsurue BAC y MoeIbHBIX X KUBOTHBIX COIPOBOXKIAETCS JIeTeHe-
pareii MOTOHEDOHOB 1 HEPBHBIX BOJIOKOH 0e3 SIBHBIX IIPU3HAKOB HEHPOBOCHIAJIEHNS.



