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lanrymmo3m 10361 - oHa U3 caMbIx 3araiounbix Oose3neit XXIseka. JIy4drue ymbr desioBede-
CTBa TBITAIOTCS PENIUTH ITY CJIOKHYIO0 OMOXMMUYECKYIO 3araJiKy. [aHIIno3mI0o3bl IpeJicTaB-
JII0T co0Oi IpyIIly HACIEJICTBEHHO OOYCJIOBJIEHHBIX 3a00JIeBaHMil OOMeHa TaHTJIMO3HUIOB. JTH
DJIMKOCOUHTOJIUITUJIBI COCTOAT u3 Tupocdobroro mnepamuaa (H-amernicdunrosuna) u rugpo-
dubHON oJIMrocaxapuHON e, cojiepKalieil oJiHy mim OoJjee MoJieKysr H-armeruaneBpamu-
HOBOI KHUCJIOTBI. B MO3roBoM BerecTBe BbIAB/ICHBI 10 pa3/IMIHBIX MAHTIHO3UI0B. | aHT/InO31-
JIBI COCPEJIOTOYEHBI B TIa3MEHHOI MeMOpaHe HEepBHBIX KJIETOK, B OCHOBHOM B yYacTKaX, U3
KOTOPBIX BBIXOJISIT HEBPUTHI W JeHAPUTHI. X dyHKIUN emé He 10 KOHIA U3y4eHbl, U3BECT-
HO, YTO OHU NPUHUMAIOT YYaCTUE B MEXKKJ/IETOUYHBIX B3aMMOOTHOIIEHUSX U JuddepeHimanum
KJIEeTOK. HacTh W3 HUX UI'PAIOT POJIb MOJIEKYJI, CBSI3BIBAIOIINX TOPMOHBI U TOKCHHBI. Ha cero-
JIHS U3BECTHBI TP OMOXUMUYIECKUX U KJIMHUIECKUX BapUaHTa MH(MAHTUILHOTO TAHTJIHO3UI034:
sapuanTB(6oe3ub- Tes-Cakca), Bapuant O(6osesus Canpxodda) n Bapuant AB. B nansom
0030pe Mbl paccmoTpuM BapuanT GM-1. Tun Hac/ie10BaHUsS - &y TOCOMHO-PEIECCHBHOE 3a001e-
BaHue, BbI3BanHOe Jedurrom [S-ranakrosuiassl (GLB1), musocomasbHOit ruaposiassl, KOTOpast
yJiaJsieT KOHIEBbIe [-raJlakKTO3W/IbLHbIE OCTATKUA U3 FAHTVIHO3U/I0B, TJIMKOIPOTENHOB U TJIMKO3a-
muHorkanoB GM1. [1] OrcyrerBue dyHKImU [-rajakTo3ngasbl MPUBOJANT K HAKOILUICHUIO
raarymosuga GM1 u pojIcTBEeHHBIX MIMKOKOHBIONATOB BO BHYTPEHHUX OpraHax, U OCOOEHHO B
IEHTPAJIbHOM HEPBHON cucTeMe. 3abosieBaeMocTh ranrymosno3om GM1 onenuBaercs B 1 ciry-
qait Ha 100 000-200 000 KWBOPOXKJIEHUI, XOTS PACIPOCTPAHEHHOCTH IMTUPOKO pPa3/ImvdaeTcsd B
mupe. [enbio jganHoit paboThl ABJSETCA MOAHATHE MTPOOJIEMbl HEOOXOIUMOCTH HMCC/IEIOBAHUS
opdaHHbIX 3a00/IEBAHUN, CHCTEMATHICCKUN aHAIN3 JAHHBIX, IIPEJICTABIEHHBIX B COBPEMEHHBIX
yOIUKAIASX, OMUCHIBAIOIINX METOJIbI JIEUeHHUsT HePOIereHepaTUBHOTO 3200/ I€BaHUST TAHTTHO-
31J103.

Marepuasbl 1 MeTo/Ibl. BBl TPOM3BEIEH PETPOCIIEKTUBHBIN aHAJINS JINTEPATYPHI IO JTAHHO
TeMe 3a [OCJIe/IHIE b JIeT ¢ UCII0JIb30BanneM mouckosbix cucrem PubMed, Scopus, GoogleScholar.
PaccMoTpenbl KInHUYECKUE UCCIEOBAHUS UTATBIHCKIX Bpadeil, NCCae0BaAHUs KOTOPBIX I0-
Ka3bIBAIOT MHOTOODEIAIOIINE PE3Y/IbTAThI B IEPCIIEKTUBE.

Ha nannblit MoMeHT He cymiecTBYeT 3 (MEKTUBHBIX JIEKAPCTB JIJIsl JIeUeHNs TaHTTINO31/103a
GM1, koTopble B OCHOBHOM TIpeTHa3HAYEHBI JJI TAJJINATUBHOIO JledueHus. Pannee BMeraTesb-
CTBO OBLIO OBl BayKHO, OCOOEHHO IpU JIETCKOI m 1onorreckoir dopmax ranrymosuioza GMI,
4TOObI U30€XKATH TSAXKEJI0W MHBAJUIHOCTH U HpeX)JIeBpeMeHHo# cmepru. OIHAKO OTCYTCTBUE
JIoCTya K TPOJyKTaM XpaHeHus riaumkounuaoB B Kjaetkax [THC Bo Bpemst kpurtudeckux Iie-
PUOJIOB Pa3BUTHUS W OTCYTCTBHE KJIMHUIECKUX MapKepOB JJIsi ONEHKN (HPEKTUBHOCTHU Jiede-
HUS TTPENATCTBOBAIN ITporpeccy B paspaboTke 3hdDeKTUBHBIX MeTO0B JieueHus. Ho HaydHbIit
[IPOTPECC HEYKJIOHHO JIBUZKETCS BIEPEJ, U CHEIUAJIUCTAMI MEIUITMHCKOTO COO0IecTBa opdan-
HBbIX Ooste3neit Taimu, crienuan3upyonuxcs Ha JedeHnn 00/ie3Hell JIM30COMHBIX HAKOILICHU
paspabaTbhIBaeTCs SKCIIEPpUMEHTAIbHOE Jiederne npenaparom Muraycrar. Takke n3BecTHBI 110-
MBITKA 9KCIIEPUMEHTAIBHOTO UCIOIb30Banns Janaoro npernapara B CIIA u fdnonnn, a takxke
MCII0JIb30BaHNe KETOT€HHO INMeThl, HO KOHEYHbIE Pe3YJIbTaThl ellé He MOTYUMIN IyOInKaIno.
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PezysibraT: B X0/ie KIMHUYECKUX UCCIEIOBAHUN BBISIBJICHO, YTO criocoonocth Muriycrara
[IPEO0JI0IEBATEH TeMaTodHIedaIndecKnii bapbep, OJOKUPYsT CUHTE3 HAKOILICHUS TJIMKOJIUIINJIOB,
OTKpPBLJIa, HOBbIE MHTEPECHbIE BO3MOXKHOCTU JIJI JIeYeHUsT MHOXKECTBEHHBIX JIM30COMHBIX pPac-
CTpOMCTB HakoIeHus, ocoberHno ¢ nopaxkennem [THC, Taknx xak 6osesuu ['ome n Humanna
[Tuka tuna C. Muriaycrar Tak:ke ObLI IPEIIOKEH I JeYeHUsl IPYIuxX COUHIOJIUINI030B,
takux Kak ranranosno3 GMI1. [2| Hdanubie 06 sdbdexkrupHocTn Muriycrara y marueHToB ¢
raarmosu030M GM1 HeMHOTOUYNCIEHHBI, HO MHOTOODEIAOIIN, O IeM COOOIIAI0Ch Y HECKOJIb-
KUX TeJUATPUIECKUX U B3POCJIbIX IMAIMEHTOB, CTpaaionux dopmamu Tuia 1 u 2.
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