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Abstract: Gangliosides are glycosphingolipids, biological substances that affect the life processes of the
cell and the organism as a whole. The main depot of gangliosides is the gray matter of the brain, in
which their content accounts for 10-12% of all neuronal membrane lipids. Disruption of ganglioside
metabolism leads to serious pathological consequences - gangliosidosis (Tay-Sachs, Sandhoff, Landing
disease, etc.). As important components of neuronal membranes, gangliosides are involved in
intracellular and extracellular metabolism, signal transduction, adhesion, and influence the structure of
the brain during development, maturation and aging of the body.
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AHHOTanmsi: [aHIIIMO3UIBI — 3TO TIMKOC(HHUHIONIUIKUIBI, OUOJOTMYECKUE BEIICCTBA, BIMSIOIIME Ha
IPOIIECC JKU3HECITEIBHOCTH KICTKH U OpraHu3ma B 11esioM. OCHOBHBIM JICTIO TAaHTIIHO3UIOB SIBIISICTCS
Cepoe BEHIECTBO T'OJIOBHOTO MO3Ta, B KOTOPOM UX coiepkanue coctapisier 10-12% oT Bcex JummuaoB
HEeHpoHHOW MeMOpaHbl. HapyiieHne oOMeHa TraHIIHMO3UI0B MPUBOIUT K CEPhE3HBIM IMATOJIOTHYECCKUM
NOCHEeACTBUSIM — TaHrimo3uno3am (6onesnp Tes — Cakca, Cangrodda, Jlanguara u np.). SBisscek
BR)XHBIMH KOMIIOHEHTaMU HEHPOHAJIBHBIX MEMOpaH, FaHIJIMO3UIbl YYaCTBYIOT BO BHYTPHUKJICTOUHOM U
BHCKJICTOYHOM METa0O0JIM3Me, CUTHAILHON TPAHCAYKIMH, aJIT€3UH, OKa3bIBAIOT BIUSHHUE HA CTPYKTYPY
TOJIOBHOTO MO3Ta BO BpeMsl Pa3BUTHsI, B3POCIICHHUS U CTApEHUSI OpraHu3Ma.

KiioueBble cjI0Ba: TaHTIMO3UbI, CTPYKTYpa COUHTOJIHMIINIOB, JHIUAHBIC PaThl, TAHTIHMO3UI03BI,
COUHTOIUTIHIBI, MEMOpPaHa, CHAIIOBBIC KUCIIOThI, HEHPAMUHOBAsI KUCIIOTA, O0yUYCHHE.

[aHrIHO3MABl — CJIOXKHBIE 110 COCTAaBY MOJEKYIBI, COCTOSIIME M3 TIMKOC(MHIOIHIHIOB,
collepKalluX LepaMHIbl M OJUIOCaxapuibl, CPeAW KOTOPBIX INPUCYTCTBYET OJHA WA HECKOJIBKO
CHAJIOBBIX KHUCIOT, Hampumep N-aneTwiHelpamuHoBas kuciora (aHri. NANA). Helipamunosast
KHCJIOTa NPEeACTaBiIsieT COOOM yriaeBoJ, COCTOALUIMM M3 9 aTOMOB yriepoja U BXOAALIMH B TpymILy
CHAJIOBBIX KHUCIIOT. TakuM 00pa3oM, HaJMYUE B COCTABE MOJIEKYJ TaHTJIMO3UIOB alETHIMPOBAHHBIX
IPOM3BOJIHBIX YIJIEBOAOB U CHAJIOBBIX KHCIOT CIIOCOOCTBYET HeTpasibHON peakiuu cpeast (pH 7), uro
oTnu4aeT uX oT Tio0603uaoB. OcHOBHass (YHKIHS 3TO OOpa3oBaHHME KIETOYHBIX KOHTAakTOB. OHH
IIPUCYTCTBYIOT HE TOJBKO B HEPBHOM TKAaHU,HO M 3PUTPOLMUTAX, NENATOLUTAX, KIIETKAX CEJE3EHKHU.
[MaHrnno3uipl MOTyT BBICTYNATh KaK PELENTOM IIPU B3aUMOJAEUCTBUU C XOJIEPHBIM TOKCUHOM BbI3bIBACT
BBIXOJ BOJbI U3 KIIETKH.
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FaHFJ’II/IOSI/II[LI — 9TO CUAINJIIMPOBAHHLIC I‘J'II/IKOC(i)I/IHI‘OJ'II/IHI/I,HLI, KOTOPBIC HIUPOKO

pacIpoCTpaHEeHbl BO BCEX TKAHSIX OpraHu3Ma, IVIABHBIM 00pa30oM B KaueCTBE KOMIIOHEHTOB KJIETOYHBIX
memOpan. B 1942 r. Ernst Klenk BmepBeie BBIIENWII TaHTIMO3HMI KaK HOBBIM Kilacc, OOTaThIi
YIJI€BOAAMHU TJIMKOJIUIMIOB, a TaKkKe WACHTU(QUIMPOBAT Cpelud HPOAYKTOB THAPOIM3a >KUPHBIE
KUCIIOTBI, C(MUHIO3MH, TajlakTo3y, IJIOKO3y W CHAJIOBYI KHCIOTy. Haubombmiee KoIMuecTBo
TaHIJINO3U/I0B COJIEP’KUTCS B HEPBHOM TKaHU, OCOOEHHO B TOJIOBHOM MO3re¢ B OCHOBHOM TaHIJIMO3U[IbI
JOKAJHM3YIOTCS B MEMOpPaHHBIX MHUKPOIOMEHAX, M3BECTHBIX KaK JHUMHUIHBIE padThl B COYETAaHUU C
JPYyTUMH CUHIOJIMIUIAMU U XOJIeCTepuHOM. B3anmoneiicTBue nunuiHbIX papToB ¢ MeMOpaHHBIMU
OelKaMM HUIpaeT BaXXHYIO pOJIb B KIETOYHBIX IpOILEcCaX, TAKUX KaK CUTHAJIbHAs TPAHCAYKLHUA
LIUTOKWUHOB, aAre3us, peryisauus u Ap. 'aHrauos3uasl cojepxar okoio 75% oT o0Iero KojimdecTBa
CHAJIOBOM KHCJIOTHI B FOJJOBHOM MO3I€ U BHOCSAT 3HAUUTENIbHBIN BKJIAJ KAK MTOBEPXHOCTHO-KJIETOUHBIE
[JIMKaHbl HEHPOHAIBHBIX KJIETOK, PErylIHpys Takue (QYHKLUMHU, KaK MEXKJIETOUYHOE paclo3HaBaHHE,
MyTeM CIEMU(PUUECKUX CHAIOTIIMKAHOBBIX KOMITOHEHTOB, a TaK)Ke KJIETOYHYIO aAre3ul0, MOABIKHOCTh
U POCT AaKCOHOB uYepe3 IJIMKOCHHANTHYEeCKHEe MHUKpoaoMeHbl. CTpyKTypa JMOUAHOrO padra
IpeJicTaBIeHa Ha puc. 1.
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CTpyKTypHO TaHIVIMO3UJBl SIBJIAIOTCS MPOJYKTOM CHHTE3a LepamMuga C IOCIIeI0BaTEIbHBIM
MPUCOCMHCHUEM AaKTUBHPOBAHHBIX CaxapoB, IIOCTABISIEMBIX, HampuMmep ypanumiaudochaTHoi
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rmoko30it (UPDGIu) u ypauunaudocdarnoii ranakrozoit (UPDGal), u onHO#l U3 cHaNOBBIX KUCIOT.
lMaHrnmo3uel pacoaoKeHbl Ha HAPYKHOM JTUCTKE TIa3MaTHUYECKON MeMOpaHbl, I/1e OHHU 3aKPETUIIOTCS
CBOEH IIEpaMHUIHOM YacCThIO 4epe3 OJHY TJIMKO3UIHYIO CBS3b B THAPOKCHUIBHOM TOJIOKEHUU 1 ¢
[VIMKAaHOM, YIJIMHSIONIMMCS BO BHEKIETOYHOE MPOCTpaHCTBO. llenmu riaukaHOB, cocTosAIUE U3
KOMOWHAIIUM TJIFOKO3bI, TAAKTO3bl U N-areTwirajakro’aMmuaa, cojepxart ot 1 g0 4 (u unorma ao 7)
CHAJIOBBIX OCTaTKOB. Takke TaHIIMO3UIBI SBISIOTCA BaXXHBIMU KOMIIOHEHTaMHU PpELENnTOPOB,
COJIEpKANINX MAJIOAKTUBHYIO THAPO(POOHYIO (IepaMua W IKUPHBIE KHCIOTHI) M METaOOIMYECKH
BBICOKOAKTUBHYIO THIPO(UIBHYIO (OJIMrOocaxapuHyt0) 4acTu. M MMEHHO 3a CYEeT OJIMTrOocaxapuIHOTO
KOMITOHEHTa TaHTJIMO3UIOB 00eCIieunBaeTCs uX O0bInoe pazHooOpasue. Jluran cuaaoBoi KUCIOTHI B
TaHTJIMO3M1aX TOJIOBHOTO MO3Tra OTHOCUTCS K TUlly NanetuinHeiipamuHoBoil kucioTel (NeuSAc, NANA),
HO OH TakKXKe MOXET OBITh JIONOJHUTEIFHO MOJM(PUIMPOBAH aneTwinpoBanuemM B 4, 7 wim 9
TUAPOKCWIBHBIX TPYMIAax, YTO OKa3bIBaeT OOJbIIOE BIMSHUE HA OHOJIOTUYECKYIO AaKTHBHOCTH M
MOJISKYJISIDHOS ~ paclio3HaBaHuWe. | eTeporeHHocTh B IiepaMHUIHOM  (parMeHTe  J00aBIsieT
JOTIOTHUTEIBHYIO CJIOXKHOCTh, HO B Mo3re miekonuTarommx C18- u C20-cUHTrO3MHBI SBISIOTCS
peo0IIaaroMMKi OCHOBAHUSIMH C()MHTOUIOB, TOTJA KaK JIMTaH]] )KHPHOW KHUCIOTHI OOBIYHO MMeeT 18
aToMOB yriiepoja. JlMHHAs 1enb HACBHIIEHHOW >KMPHOM KHUCIOTHI CIOCOOCTBYET CTPYKTYPHOM
JKECTKOCTH W TIOBBIMICHHOW JIaTepadbHOW CaMOacCOlMAllii TAHTJIMO3HOB B HAPYKHOM JIUCTE
MEMOpaHbI .

laarmmosunst ¢ 1, 2 uinu 3 ocTaTKaMu CHAJIOBOM KHCIIOTHI, CBS3aHHBIMU C BHEITHHUM OCTaTKOM
rajiakTo3bl (MepBBIA OCTATOK BCEr/a MPUCOEINHEH K BHYTPEHHEU TajakTo3e), 0003HAYaIOT JIUTEPAMH a,
b u c. Onpenenenre NoaKiIacca raHMIMO3UAOB (M TIIMKOC(HUHTOIUIHIIOB) OCHOBAHO Ha HEHTpalbHOM
YIJIEBOIHOM CEpIICYHHKE, MPUKPEITICHHOM K LiepamMuay. 3peniblii MO3T, B OTJIMYUE OT APYTUX TKaHEH,
COJICPKUT TaHTJIMO3U/IbI TTOBBIIIEHHON CIIOKHOCTH .

B nyGnukamusx Konrad Sandhoff and Thomas Kolter mokazano, 4to u3mMeHeHHe cocTaBa U
KOJIMYECTBA TaHTJIWO3WIOB TIPU Pa3BUTHH MO3ra B 3HAYHUTEIBHOW CTENEHH OOBICHICTCS
MPOCTPAHCTBEHHO-PETYIUPYEMBIMHU U3MEHEHUSIMU ypOBHEH AKCIIPECCUU SH/IOT€HHBIX
mMKo3wITpancdepas rojgoBHOro mMo3ra. [nmukosunTpaHnchepassbl SBISIOTCS OCHOBOIOJIATAFOIIMMHE JIISI
OMocHMHTE3a TaHIJIMO3MAOB Kak B Mo3re, Tak W B Jpyrux TkaHsax. Cnoernududeckue
TIAKO3WITPaHC(hepas3bl KaTATH3UPYIOT TOCIEAOBATEIbHOE JOO0ABICHHUE YTJIECBOJHBIX (PParMEHTOB K
OPEIIIECTBEHHUKY  TJIMKO3WIIEpaMUIa, TMPUYEM  «CIOXKHBIE»  TaHIJIHO3HUIbI  CUHTE3UPYIOTCS
MOCJIEIOBATEIHFHO U3 «IIPOCTHIX)» TaHTJINO3UIOB.

CtpykTypHble W (PYHKIHMOHAJIbHbIE JE(PEKThl, BO3HHUKAIOUIME B pPE3yJIbTaTe CEIEKTUBHOTO
BBIOMBAHUS TCHOB TaHTIIMO3M/I-CUHTA3bI, IPUBOJIAT K U3MECHECHUIO HEHPOHHOTO Pa3BUTHS, JCTCHEPAIIHH
HEHPOHOB, MOTEPE CEHCOPHBIX U MOTOPHBIX (PYHKIIUH, TEMUEIUHU3ZAINH, YXYALIEHUIO POCTa aKCOHOB,
MOBEICHYCCKUM aHOMAJIHSIM, HAPYIIICHUIO O0YUYEHUS U IIOTEPEe MaMSITH.
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