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AA. MaBJII/IxaHOBal'Z, B.H. HaBHOBl, B. 8w’
B.A. KaTaeBl, H.Bar?, 3.®. ArneranHoB, . Xy2
TAHI'JIMO3U/IbI U UX BHAUYEHUE B PABBUTUH
1 ®YHKIIMOHWPOBAHVUN HEPBHOM CUCTEMBI
'\®IBOY BO «Bawkupckuii 20¢y0apcmeentbiii MeOUYUHCKUTL YHUBEDCUMEM»
Mun3zopasa Poccuu, 2. Yeha
2Xap6unckuii meOuyunckuti yrusepcumem, 2. Xapoun

TaHrIMo3uas! — 9T0 MIMKOCHHHIOIMIN/BI, OHOIOTHYECKHE BELIECTBA, BIMSIONINE HA IPOLECC KU3HEACITEIBHOCTH KICTKU U
opranu3Ma B 1eoM. OCHOBHBIM JICIIO TaHIIMO3HIOB SBIISIETCS CEPOE BEIIECTBO TOJIOBHOTO MO3ra, B KOTOPOM MX COJEpXKaHHE CO-
craBister 10-12% oT Beex JIMIHIOB HelpoHHOU MeMOpaHbl. Hapymienne oOMeHa TaHTIHO3H0B IIPUBOIUT K CEPhE3HBIM MATOIOTU-
YECKUM TOCIECTBHUSIM — ranriuo3unosam (6onesnp Tes — Cakca, Canarogpda, Jlanaunra u ap.). SIBissich BaKHBIMH KOMIIOHEHTaA-
MU HEpOHAIbHBIX MEMOpPaH, TaHTIIMO3HIbl Y4aCTBYIOT BO BHYTPHKJICTOYHOM M BHEKJICTOYHOM MeTaboJM3Me, CHIHAIBHON TpaHC-
IyKLWH, a[re31H, OKa3bIBAIOT BIMSHHUC HAa CTPYKTYPY TOJIOBHOTO MO3ra BO BPEMsl Pa3BUTHSI, B3POCIICHHUS M CTAPEHHUs opraHusma. B
JAHHOM 0030pe IPEACTAaBIICHBI PE3yIbTAThl HCCIICJOBAHNI CTPYKTYPhI FAHIIHO3U/IOB, NX 3HAUCHHS] B BOBHUKHOBEHHH PA3IMYHBIX
[AaTOJIOTUYECKUX MPOLECCOB M NMPOSBICHHH MYJIbTUMOAANBHOIO HelpoTpoduueckoro dddexra, OnMcaHbl posib TaHIIIMO3UI0B B
HEHPOMIaCTUYHOCTH, BIUSHNAE HX SKCIIPECCUH HA N3MEHEHNE (yHKIUN MaMITH M 00YYCHHUS, a TAK)Ke IPUMEHEHHE TaHTIIHO3H/I0B B
Ka4eCTBE MOTCHIHAIBHOIO TEPAIEBTHYECKOr0 HHCTPYMEHTA JUTs JICUCHHS PA3IMYHBIX ()OPM OCTPHIX MIM XPOHHYECKUX Hefposere-
HEepaTHBHBIX 3a00JICBaHUN.

Knwuesvie cnosa: ranrivio3unpl, CTpyKTypa COUHIOIMIMIOB, THIHAHBIE padThl, FAHMIMO3HA03b], HeHPOAereHepaTHBHEIC 3a-
OoneBanust, 6onesns Tes — Cakca, 6one3nb Canarodda, 6onesnp Jlanaunra, namarth, 00OyueHue.

A.A. Mavlikhanova, V.N. Pavlov, B. Yang,
V.A. Kataev, N. Wang, E.F. Agletdinov, J. Hu
GANGLIOSIDES AND THEIR SIGNIFICANCE IN THE DEVELOPMENT
AND FUNCTIONING OF THE NERVOUS SYSTEM

Gangliosides are glycosphingolipids, biological substances that affect the process of vital activity of the cell and the whole or-
ganism. The main depot of gangliosides is the gray matter of the brain, where it constitutes 10-12% of the lipids of the neuronal
membrane. Disturbance of ganglioside metabolism leads to serious pathological consequences - gangliosidosis (Tay-Sachs disease,
Sandgoff disease, Landing disease, etc.). Being important components of neuronal membranes, gangliosides participate in intracel-
lular and extracellular metabolism, signal transduction, adhesion, affect the structure of the brain during development, maturation
and aging. This review presents the results of studies of gangliosides structure, their significance in the emergence of various patho-
logical processes, manifestation of a multimodal neurotrophic effect, an assessment of the role of gangliosides in neuroplasticity, the
effect of it expression on the change in memory function and learning, and the use of gangliosides as a potential therapeutic tool for
treating various forms of acute or chronic neurodegenerative diseases.

Key words: gangliosides; sitructure of sphingolipids, lipid rafts, gangliosidoses, neurodegenerative diseases, Tay-Sachs disease,

Sandgoff disease, Landing disease, memory, training.

laHrmuo3uapl — 3TO  CHATMIMPOBAHHBIC
TJTUKOC(HUHTOJUITUIBI, KOTOpBIE IIUPOKO pac-
HPOCTPaHEHBI BO BCEX TKAHSIX OpraHH3Ma, IJaB-
HBIM 00pa3oM B KauecTBE KOMIIOHEHTOB KJIETOY-
HbIX MeMOpaH. B 1942 r. Ernst Klenk Bnepseie
BBIZICITHJT TAHTIIMO3H]] KaK HOBBIH KJacc, OOraThlii
YIIICBOJIAMH TJIMKOJIMIINIOB, A TAKXKE HIACHTU(HU-
IMPOBAJ CPeIy MPOJAYKTOB T'HPOJIN3a JKHPHBIC
KUCIIOTBI, COUWHIO3UH, TAJlAKTO3y, TJIIOKO3Y H
CHAJIOBYIO KHUCJOTy. HamOoJblee KOITHYECTBO
TaHIJIMO3UIOB COJCPIKUTCS B HEPBHOW TKaHH,
ocobeHHo B romoBHoM mosre [18,19,43]. B oc-
HOBHOM TaHTJIMO3HMIbl JIOKAIU3YIOTCSI B MEM-

OpaHHBIX MHKPOJIOMEHAX, HM3BECTHBIX KaK ITHU-
MUAHBIE PadTHl B COUYETAHHUU C IPYTUMHU C(HUHTO-
JUNUIaMUA U XOJleCTepuHOM. B3ammoneiicTue
JUTAIHBIX padTOB ¢ MeMOpaHHBIMH OeKamMHu
WUTPaeT BaXHYIO POJIb B KIETOYHBIX IMPOIECCax,
TaKMX KaK CUTHAJIbHAsl TPAHCAYKIUS [IUTOKUHOB,
aare3usl, perynsiys U Ap. [aHrano3unsl coaep-
xKaT oKoJio 75% oT 0o0Imero KoIu4ecTBa CHalo-
BOH KUCJIOTHI B TOJIOBHOM MO3TE M BHOCSIT 3HAYU-
TENBHBIA BKJIAJ] KaK TMOBEPXHOCTHO-KIETOYHBIC
TIIUKaHBl HEHPOHAIBHBIX KJIETOK, PEryIUpys Ta-
KHe (PYHKIMM, KaK MEXKKIIETOYHOE pacrlio3HaBa-
HUE, MyTeM CIEMU(PUICCKUX CHAOTIIMKAHOBBIX
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KOMIIOHEHTOB, a TaKKe KJIECTOYHYIO aJre3uto,
HNOJBI)KHOCTh U POCT AaKCOHOB 4Yepe3 INIMKOCHU-
HanThueckue Mukpoaomens! [1,22]. Ctpykrypa
JUMHAIHOTO padTa npeacTaBieHa Ha puc. 1.

Lipid raft

Puc.1. Cxema munuanoro padra (Imoko3a ., rajakrosa
N-aneruranaxrosamus ba. , octatok cuanonoii kuciors! [l[32]

dopMupoBaHHE TOJIOBHOTO MO3Ta 4eloBe-
Ka HaunHaeTca ¢ 12-i Hegenu OepeMEHHOCTH U
Jlajiee B TEUCHHUE TIEPBBIX TPEX JIET MIIaJICHYSCTBA
[14,28]. Kak moKa3sIBalOT paHHHE MCCIIEAOBAHMS,
WMEHHO B 3TOT MEPHUOJ BO3PACTaeT PUCK Hapy-
LICHUS] Pa3BUTHA, COKPALICHUS YUCia HEHPOHOB,
HECOPMUPOBAHHOCTH CUHANITHYECKUX CBS3EH W,
KaK cJIeJICTBHE, HeOOpaTUMble U3MEHEHHsI KOTHU-
TUBHOH (YHKLUMH, KOTOPbIE COXpPaHSIOTCA Ha
npotsokeHnn Beel xu3nu [10,37]. B pesynbrate
MHOTOYHCIICHHBIX ~HccienoBanuii  Robert W.
Leenden, Gusheng Wu pmokasanu, 4TO TaHTIHO-
3HJIBI UTPAIOT BAKHYIO POJIb B PA3BUTHUU MO3Ta U
HEHPOHHOM (YHKIMOHHPOBAaHUH, BIUSS Ha Ta-
KHE TIPOLIECCHI, KaK HEHPOTPAHCMHUCCHS, HEHPO-
TCHE3, CHHANTOICHE3, pEeryaupys CHHANTHYe-
CKYIO TIepefady, mposdepaluo KIeToKk U aud-
dbepenimposky Helipono [11,19,20,27,40-42].
Kak mnoxkazanmu wuccnenoanust Elodie Bruel-
Jungerman ¢ coaBT., BBIIIENIEPEUUCIICHHBIE TPO-
LECCHl IMEIOT OCHOBOTIONATAOIIee 3HAUCHHE IS
TaK Ha3bIBAEMOW HEHPOTUTACTHYHOCTH T'OJIOBHOTO
MO3ra, TO €CTh CIMOCOOHOCTH TOJIOBHOTO MO3ra
aIanTUPOBaThc K (PYHKIHMOHATBEHOMY WIIA MOP-
(horornyeckoMy peMoAeTUPOBAHHUIO, HEOOXOIHU-
MoMy Uil (YHKIMH TaMmsaTH U oOydeHus [7].
Taxke BaKHOE 3HAYCHHE HWMEIOT TIPOLIECCHI
HelporeHesa U MUTpPAllMd U TPH BHYTPHUYTPOO-
HOM pa3BUTHHU T'OJIOBHOT'O MO3Ta, B TO BPEeMs Kak
MOCTHATAIBHOE Pa3BUTHE MO3ra B 3HAYUTEIHHOM
CTETEeHH CBS3aHO C PEMOJICTMPOBAHUEM COCY/IOB,
pazBuTeM Oeroro BemiecTBa (MHENWHA) U CH-
HanTHyeckuM passutreM [36]. Bryan Kolb ¢ co-
aBT. B CBOMX HCCIICIOBaHUAX MOKAa3ald, 4YTO
Hanboliee 3HAYMMOE PEMOJICIMPOBAHME MO3ra

NPOMCXOANT B TEUEHHE MEPBOTO MOCIEPOIOBOTO
roja W TMPOJOJDKACTCS Ha TNPOTHKCHUH Bce
JKU3HU, YTO IIO3BOJIIET COXPAHWTH €ro 3HAYH-
TENbHYI0  (PYHKIMOHANBHYIO  IJIACTHYHOCTH
[6,17].

CTpYKTYpHO TaHIJIMO3HUBI SBJISIOTCS TPO-
IYKTOM CHHTe3a [epaMuja C OCiIeI0BaTeIbHBIM
MIPUCOETMHEHUEM AaKTUBUPOBAHHBIX  CaxXxapos,
MIOCTaBIISIEMBIX, HanpuMep ypanui-
madocdharaoit rmoko3oir (UPDGIu) n ypamwmn-
mudocdarnoii ramakrosoii (UPDGal), u omgmoit
13 CHAJIOBBIX KHCJIOT. ['aHIIHMO3UIBI pacionoxke-
HBI Ha Hapy>KHOM JIUCTKE IJIa3MaTHYECKON MeM-
OpaHBbl, TA€ OHM 3aKPEIUISIOTCS CBOEH IepamMHi-
HOW YacThlO uepe3 OJIHY TJMKO3HIHYIO CBS3b B
THIPOKCHJIBHOM TMOJIOKEHUH | ¢ TJIMKaHOM,
VIUTHHSIIOIIMMCS. BO BHEKJIETOYHOE IPOCTPaH-
ctBo. llenu ramkaHoB, cocrosiue U3 KOMOWHa-
LUH TJIIOKO3BI, rajJaKTO3bl U N-
aleTIITaJakTo3aMuHa, conxepkart ot 1 1o 4 (u
UHOTZIa 10 7) CHAJNOBBIX OCTAaTKOB. Takke TaH-
TJIMO3HUIB! SBIISIIOTCS Ba)KHBIMH KOMITOHEHTaMHU
PELenTOpOB, COACPIKAIINX MallOaKTUBHYIO THII-
podhoOHYyI0 (LIepaMuIl U KUPHBIE KUCIOTHI) H Me-
TabOJIMYECKN BBHICOKOAKTHBHYIO THAPOPHUILHYIO
(onurocaxapuaHyro) dacTd. I MMEHHO 3a cueT
OJIUTOCaXapUIHOTO KOMIIOHEHTa TaHTJIMO3HJIOB
oOecrneunBaeTcs ux Oosploe pazHoobpaszue. Jlu-
TaH/l CHAJIOBOW KHCIIOTHI B TAHTIIMO3MUIaX T'OJIOB-
HOTO  Mo3ra  oOTHocutrca Kk Tumy  N-
aleTUITHEHPaMUHOBOM KHACJIOTHI (Neu5Ac,
NANA), HO OH TakXe MOXXET OBITh IOTIOJHH-
TEThHO MOIU(MUIIMPOBAH AlleTUINPOBAHUEM B 4,
7 wnn 9 TUIPOKCUIIBHBIX TPYIIaX, YTO OKa3bIBa-
eT OOIbIIIoe BIMSHUE Ha OMOIOTUYECKYIO0 aKTHB-
HOCTh ¥ MOJIEKYJISIpHOE pacrio3HaBaHue. ['etepo-
TeHHOCTh B LIEPAMHUIHOM (parMeHTe a00aBisieT
JOTIOJTHATENNBHYIO CIIOKHOCTh, HO B MO3Te MIle-
kormuTaromux C18- u C20-chUHTO3UHBI SABISIOT-
csl TpeoONalaloNIMMU  OCHOBaHHMSMHU c(UHTO-
WIOB, TOTJAa KaK JIMTaHJA J>KUPHOW KHCIIOTHI
00braHO mMeeT 18 atomoB yriepona. [lmmHHAs
[eNb HACHIIEHHOW >XUPHOW KHCIOTBI CHOCO0-
CTBYET CTPYKTYPHOM KE€CTKOCTH M MOBBIIICHHOM
JaTepaNbHON caM0acCOIMaIlii TaHTJIHO3UI0B B
Hapy>XKHOM Jiicte MmeMOpansr [ 18,33].

ITo cucreme Caennepxonpma  (Lars
Svennerholm) [35] ranrnMo3uabl 0003HAYAOTCS
oykBoii «G», 0ykBel «M / D /T / Q» (MoHO- / 1u- /
Tpu- / TeTpa- W T. 1.) YKa3bIBalOT KOJMYECTBO
OCTaTKOB CHUa0BOM KuCHOTH [35]. HazHaueHHbIe
gucna (1,2,3 w Ap.) W3HAYAIRHO OCHOBAHBI Ha
pa3eNeHuy TaHTJIMO3UI0B METOJOM TOHKOCIIOH-
HoW Xxpomarorpaduu (Hanpumep GM3> GM2>
GM1). l'anrnmosuaet ¢ 1, 2 i 3 octatkaMu cua-
JIOBOM KHUCJIOTHI, CBSI3aHHBIMH C BHEITHUM OCTaT-
KOM TaJaKTo3bl (TMEpBBIi OCTATOK BCErAa MPHCO-
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eIMHEH K BHYTPEHHEW rajakTose), 0003HadaroT
nuTepamu a, b u c. Onpenenenre moaKiacca raf-
TJIMO3HIOB (M TJIMKOC(HMHTOIUITUIOB) OCHOBAHO

Ha HEHTpaJbHOM YTJTICBOJIHOM CepJIeUHHKE, MPH-
KperuieHHoM K nepamumy [1,18,33,35,42]. Ctpyk-
Typa TaHTJIMO3K/I0B NPE/ICTaBICHa Ha puC. 2.

GAL
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Puc.2. CTpyKTyphI H3BECTHBIX TaHITIHO3HUI0B 110 KiIaccudukanuu CBeHHepxonabMa [32]

3penbiii MO3T, B OTJIMYHE OT APYTHX TKa-
HEH, COICPKUT TaHTJIHMO3UIbI  ITOBBIIICHHON
cnoxHoctd [33]. Bo BpeMs pa3BuTHS MO3ra Xxa-
paKkTep W YPOBHH SKCIPECCUN TaHTIIMO3HJIOB TIpe-
TEpPIICBAIOT 3aMETHBIC M3MEHEHUS — OT IPOCTHIX
dhopm GM3 u GD3, npeobnagaroimux B 3MOpHO-
HAJIBHOM MO3Te, 10 00Jiee CIIOKHBIX M TECHO CBSI-
3aHHbIX opm GMI1, GDla, GD1b u GT1b, mus
KoTopbix GM3 u GD3 sBnsioTcs mpeecTBeH-
HUKaMH. DTH YEThIPe KOMILJICKCHBIX TaHIIIHO3HUIa
SIBIISTFOTCS IOMUHUPYIOIIUME BHIAMH B YeJIOBeUe-
CKOM MO3Te, BKIrodaronMu 10 90% raHrinos3u-
JTOB, TIPUCYTCTBYIOITNX B 3PEIIOM MO3T€E.

Jpyrue ranriauosuasl TOJOBHOTO MO3ra
cocroiar m3 9-O-ametmin-GD3, a Takke KOM-
wiekcHeIX opm GM2, GTla u GQ1b [42]. B
paHHuX uccnenoBanusx Lars Svennerholm c co-
aBT. JIOKa3aHO, YTO pPEe3KOe YBEIHYEHHE COJEp-
>KaHUS FAaHTJIMO3UJ0B MO3ra NpoucXoauT Ha 10-i
Hejielie OEpEMEHHOCTH U MPOJO/DKAETCS B Teue-
HUE TIEPBBIX TATH JIET MOCIEPOJIOBOTO MEpHoa,
YTO COBIIAJAeT C HAUOOJIee aKTUBHBIM ITEPHOJIOM
MuenuHu3anuu [35]. B wacTHOCTH, KOTUYECTBO
GM1 u GDla yBenmuuBatorcs B 12-15 pa3 3a
3TOT TMEPUOM, MpHUeM Hambollee aKTUBHAS aK-
Kpelus MPOUCXOIUT B MEPUOJ, COBIAAIOIINAN C
JICHAPUTHON apOopu3alueii, poCTOM aKCOHOB U
cuHantorene3oM [15]. ComepkaHme u cocTaB
TaHTJIMO3HUIOB B TOJIOBHOM MO3Te€ TaKXKe H3Me-

HSIOTCSI BO BpeMs CTapeHusi, pu 3toM 64% 00-
NIer0 TaHTJIHO3UJIa TEPSeTCsl B TEUeHUe 6 aecs-
TI/IHCTI/II‘/'I, a TaKXKC IMPOUCXOOUT YBCINYCHUC
GQ1b, GT1b u GDIb ¢ comyTcTByHOIMM CHH-
xxeaneM GM1 u GD1a [34].

B my6mukanmsx Konrad Sandhoff and
Thomas Kolter mokaszano, 4To U3MEHEHHUE COCTA-
Ba M KOJMUYCCTBA TAHTIHO3WIOB NPH Pa3BUTHU
MO3ra B 3HAYUTEIBHOW CTEMEHH OOBACHICTCS
MPOCTPAHCTBEHHO-PETYIHUPYEMBIMH  M3MEHEHHU -
MU YpOBHEH 3KCIPECCHU SHJIOTECHHBIX TIHMKO3H-
ntpancdepa3 rojoBHOro Mosra. [ nuKo3u-
nTpaHcdepasbl SBISIOTCS OCHOBOTIONATAIONHMU
JUTsE OMOCHHTE3a TaHIIMO3K/I0B KaK B MO3Tre, Tak
n B npyrux TkaHsx. Crenududeckue TIIHKO3H-
naTpaHcdepasbl KaTATU3UPYIOT TOCIEI0BATEIb-
HOe [M00aBliCHHE YIJCBOAHBIX (PArMEHTOB K
MPE/IIECTBEHHUKY TIHKO3MWIIEPAMUIA, TPUIEM
«CJIOKHBIC» TaHTIIHO3UIBI CHHTE3UPYIOTCS T10-
CIIEJIOBATENILHO W3 «IPOCTHIX» TaHTIHO3UIOB.
GM3-cuHTa3a 3amyckaeT Mmporecc o0pa3oBaHUs
«tpocToro» ranriauo3uga GM3, KOTOPBIA SBIIS-
eTCs MPEIIICCTBEHHUKOM «CIIOXKHBIX)» TaHTIHO-
sumoB GM1, GD1a, GD1b u GT1b u ap. Kara-
0O0JIN3M TaHTIHO3UIOB MPOMCXOANT CTYIIEHYATO
Onmaromaps TIMKAHOCTICHU(DUISCKUM IK30TIIUKO-
3uja3aMm, a JCHCTBHE CcHaluaa3 oOecreyrBaeT
MEXaHU3M q)yHKHI/IOHaIIBHOI‘O peEMOACINPOBaAHUA
in vivo [31].
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PanHue wuccienoBaHMS — M30JIMPOBAaHHBIX
HEMPOHOB YKa3bIBAalOT Ha OOOTrallleHUEe I'aHIJIHO-
3WJ0B B TEPMUHAJBHBIX AKCOHAX W CHHAINTHYE-
CKMX OKOHYAaHHUSX, YTO YKa3bIBaeT Ha MX POJb B
(hopMupoBaHUHY, Pa3BUTHU U TOAIEPKAHUU HEPB-
HOW cucTeMbl. ['aHITIMO3HMIBI UCIIONB30BAINCE B
Ka4ecTBE SKCHEPUMEHTAILHOTO MHCTPYMEHTA AJIs
COJIGHCTBUSI B BOCCTAHOBJICHUHM TMOBPEXKJICHHBIX
HeiipoHOB [8]. BaXHOCTH TaHTTIMO3UIOB MIPH HOP-
MaJIbHOM (YHKIMOHUPOBAHUM W LIEJIOCTHOCTH
HEpBHOM CHCTEMBI U B Pa3BUTHU HEHporeHesa u
HEHPOHHOW pereHeparu Oblla TPOJAEMOHCTPH-
pOBaHa WCCIECJOBAaHUSMH C TEHETUYECKH MOJIU-
(ULMPOBaHHBIMUA MBILIAMA C HEZOCTATOYHBIM
YPOBHEM TaHIVIMO3UIOB KaK B pa3BHBAIOIIEMCHS,
Tak u B 3penom mo3re (GM3, GD3, GM1, GDla,
GD1b, GT1b). CrpykrypHble 1 HYHKIHOHATbHBIE
JeeKThl, BOZHUKAIONINE B PE3YJILTATE CEICKTHB-
HOTO BBHIOMBAHMSI TEHOB TaHTJIHO3M/-CHHTA3HI,
NPUBOAAT K WU3MEHEHHIO HEHPOHHOTO pPa3BUTHS,
JeTeHepai HEMpOHOB, MOTEpPE CEHCOPHBIX U
MOTOPHBIX (PYHKLHMH, AeMHUETHMHU3ALNH, YXY/IIIe-
HHIO POCTa aKCOHOB, MTOBEICHYECKUM aHOMAJIHSM,
HapyIIeHnI0 00y4YeHns U motepe mamsartu [33, 39,
42]. Uccnenomanus Orie Tajima u Nobuaki
Egashira u coaBT. mokaszanu, 4TO MBIIIH C JKC-
npeccuerd TmaBHBIM obpazomM GM3 u nuimeHHbIE
CJIOKHBIX TaHTIIHMO3HWIOB rojioBHOro mMo3ra (GM1,
GDla, GD1b, GT1b) crpaganu motepeii Beca,
MPOrPECCUPYIOIIMMA  MOTOPHOH M CEHCOpPHOU
TUCHYHKIMAMY, a TAKKe yXyALIEHHEM IPOCTpaH-
CTBeHHOTrO 00y4eHus u namstu [9, 30]. B uccre-
noBaHUIX [39] NpPOAEMOHCTPHPOBAHO, YTO Y
MOCTHATANBHBIX MbImedl ¢ aeduiurom GD3 u
TaHTJMO3UJOB HIDKECTOSILEro Jurepa b  ObLI
HapylleH HeWporeHe3 THUIMIOKAaMIla, BBI3BAHHBIN
[POrPECCUPYIOICH  MOTepe B MOMYJSILUU
HEWPOHHBIX CTBOJIOBBIX KJIETOK, M IOSABJIIIOCH
JeTIPECCUBHOE TOBeIeHHE. Y JMoJel NedeKT rena
GM3-cunTa3bl, npuBOAIIHIA K oTCyTCTBHIO GM3
U KJIIOYEBBIX KOMIUIEKCHBIX TI'aHIJIMO3UIOB B IO-
JIOBHOM MO3r€, MPUBOJAWT K YyHacJeJOBaHHOU
(dopme snmIencur, KoTopas MaHU(UCTUPYETCs He
TOJIBKO B BHJE CYIOPOXKHBIX IIPUIAJKOB C MJla-
JICHYECTBA, HO M B HEBPOJOTMYECKOM CHIKECHHHU
pasButuss u B ciuenore [16]. Muorue ppyrue
HapyIIeHUs MeTab0JIM3Ma FaHITIMO3HUIOB Y JItoei
HNPUBOAAT K HEKOHTPOJIMPYEMOMY HAKOILICHHIO
UX B TOJIOBHOM MO3T€, YaCTO C TSHKEIBIMU HEBPO-
nmormdeckuMu tmocaenctsusamu [33,42]. Ilomumo
crieKTpa 3a00JeBaHMiA, W3BECTHBIX KaK TaHTJINO-
3U03b1, BKItoyaromue 0one3np Tes — Cakca, 00-
ne3nb Canarodda, 6onesnp JlannuHra, U raHrim-
o3uno3sl GM1 1 GM2, HapyimeHue oOMeHa TraH-
TJIMO3UJIOB CBS3aHO C PSIOM TICHXOHEBPOJIOTHYE-
CcKuX 3a0o0jeBaHMii, BKIOYas 00JIe3HU AJbIIeii-
Mepa, XaHtuarrona u Ilapkuncona [2,5,12].

Wmerotcst oTnenpHble COOOIIEHHS O HApYILCHUH
MeTaboaM3Ma TaHTTIMO3UI0B TIPH Pa3IMuHbIX I1a-
TOJIOTUYECKHX TpolleccaX, BKIIOUas WHOEKIHOH-
HBIH, BOCTIAJIUTEIILHBIN, OMyXOJICBBI, OOMEH HH-
cynmuHa u T.0. [5]. KnuHuueckue wuccnenoBaHus
MOKAa3aJi, YTO BBEACHUE JIEKApCTBEHHOT'O CPE-
crBa Ha ocHoBe GM1 ycTpaHseT cUMITOMBI 0O-
ne3nu [lapkuHcoHa [2], OCTPOro HUIIEMHYECKOTO
UHCYJbTA [3], a TakKe YIydllIaeT HEeBPOJIOruye-
CKYyI0 PpEKOHCTPYKIMIO TIOCTE MOBPEXKICHUS
criuaHOTO MO3ra [13,26]. Ha knerouHoMm ypoBHE
YCTaHOBJIEHA CIIOCOOHOCTH 9K30TE€HHO MPUMEHS-
€MBIX TaHTJIMO3WJIOB K MOTEHLUPOBAHUIO pOCTa
HEHPUTOB B IEPBUYHBIX HEUPOHAX, CEHCOPHBIX
TaHTIUAX W JIMHUASX HEWpOoOIacTOB C pereHepa-
uedl TOBPEXICHHBIX akcoHOB [26]. Naoki
Ichikawa ¢ coaBt. omucan MHOTO(paKTOPHbIH Me-
XaHW3M pa3pacTaHds HEHPUTOB C KiacTeph3ally-
eit GM1 B munuanbix padrax [4]. Kpome Toro,
cunrtaercs, yto GD3 urpaer pemaronryo pois B
NoJ/Iep>)KaHUK CIIOCOOHOCTH K CaMOOOHOBIICHHIO
HEPBHBIX CTBOJIOBBIX KIJIETOK H, CJIEIOBATEIHHO,
Helporenesy. ['anrnmosug 9-O-anerun GD3 6bLn
BOBJICYCH B MUTPALIUI0 HEHPOHOB C TIHAIBHBIM
JIBIDKEHHUEM U POCT HEHPUTOB B pa3BUBAIOIIEHCA
HEPBHOHN CHCTEME KpBIC, a TaKKe€ POCT aKCOHOB,
CBSI3aHHBI C WMHAYLMPOBAaHHMEM MHUEITMHHU3ALUU
IIBAHHOBCKHUX KJIETOK (JIEMMOLIMTOB) BO BpEMsI
pa3BUTHUS U pereHeparuu nepudepuyeckoro He-
pBa kpsic [23]. KpoMe Toro, raHrimo3uibl MOTyT
yIIy4yllaTh U PEryJMpoBaTh BBDKHBAHUE KIIETOK.
Brimo mokaszaHo, 4TO OHHM 00JIaIal0OT HEUPOIIPO-
TEKTUBHBIM 3¢dexkroM [24], aHTHANONTOTHYE-
ckuM 1pu andepeHIUpPOBKE HEPBHBIX KIETOK
[22, 29] 1 npoamonToTHYECKUM MpH mponudepa-
MY HEPBHBIX KIETOK [25].

["aHrnMo3uapl UrpalT KIIOYEBYIO pOJb B
MOJYJIMPOBaHNH (PYHKIMH HOHHOTO KaHala M
pelenTOpHON cUrHa u3aIuu, B yactaoctr, GM1
Y4acTBYeT B MNOJJAEPKaHUU >KU3HECTIOCOOHOCTH
HEHPOHOB, CKOPOCTH NMPOBOIUMOCTH U BO30YyIH-
MOCTH MOCPEJICTBOM PETYIAIMHU KaHaaoB Na* u B
couerannu ¢ GDI, HeiipornbiM Ca’* romeocra-
30M [27,40]. Uto xacaeTcs CHHAITUYECKOH Iepe-
a4, TO OBUIO MOKa3aHo, uToO 3Kk30reHHble GM1
u GQIb BEIBEIBAIOT BBICBOOOXKICHUE HEHPO-
TPaHCMHTTEpA Yepe3 YCHICHHBIH MHIYLUPOBaH-
bl genonspusanueii nputok Ca®* B cuHamTo-
combl [21,25]. B ¢BsI3W ¢ 3TUM CUHTAETCS, UYTO
B3aUMOJICHCTBUE MEXKIy TaHIJIMO3MIAMH MO3ra,
Oenkamu Kanbluys M (QyHKIHOHAJIBHOH MemOpa-
HOW (MOHHBIMH KaHAJIaMH, MOHHBIMH HACcOCAMH,
pelenTopaMy, KHHAa3aMH) WrpaeT pemIarolyio
poJb B mepenaye U XpaHeHUH WH(OpMAaluH, CBS-
3aHHOM € MaMATBIO, KOTOpas 00pa3yeT OCHOBBHI
JUTA U3yYeHHOTO TOBEJCHHS M KOTHUTHBHOM 00-
pabotku Gonee BhicOKoOro mopsiika [15]. B gacr-
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HOCTH, TaHIJIMO3MIbI IOJJICPKUBAIOT (hopMupo-
BaHHUE U CTAOWIN3anMIiO (DyHKIIMOHAJIBHBIX CHHAII-
COB U HEHWPOHHBIX IIeTnel, HeOOXOIUMBIX B Kade-
CTBE CTPYKTYpHOW OCHOBBI NaMSTH, a B HEKOTO-
PBIX HCCIIEAOBAaHMAX, B OCHOBHOM HCIOJIBb3YIOIINX
GM1, OpIIO MOKa3aHO, YTO OHM 3AIIMINAIOT OT
YXYJIEHUS TAMSATH Y )KUBOTHBIX [38].

CuHanTHueckas TPOYHOCTh MOXKET OBITh
M3MEHEHa CO BPEMEHEM B COOTBETCTBUHU C YPOB-
HEM CTUMYJIALMM, M 3Ta CHHANTH4YeCKas Iula-
CTHYHOCTh HapsAQy CO CTPYKTYPHOH pEMOJENH-
POBKOM HEHPOHHBIX CETE€H, aKTUBUPOBAHHOM BO
BpeMsi OOYyYeHUs, CUMTAETCs OCHOBHBIM MeXa-
HU3MOM OOYYeHUS U maMsTH [7].

B nenoMm 3tH pe3ynbTaThl MOATBEPXKIAIOT
MHEHHE O TOM, YTO BBICOKO peryinupyemast 1ud-
(epeHIMaIbHAsS SKCIPECCUsl TaHTJHO3UIOB, IO-
BUJIIMOMY, TECHO CBS3aHA HE TOJBKO ¢ (POpMHU-
pOBaHUEM HEHPOHHON apXWUTEKTYphl pa3BHBAlO-

IIETOCs MO3ra U CTaOWIM3aluel 3TOW apXHUTeK-
Typbl Ha NPOTSHKEHUM BCEH JKHU3HM, HO TAKXKE
o0ecreynBaeT ONTUMaIbHOE (PYHKIIMOHUPOBAHHUE
U aJanTaiuio HEHPOHHBIX CXEM HEHpOTpaHCMHUC-
CHUH, TAaMATH U 00yJEHUSI.

FaHrnnomam BBITIOJIHAKOT psAd  BaXHBIX
¢yHKUIMH, obecrneynBalOUX HOPMaJbHOE pas-
BUTHE W (YHKIMOHUPOBAHWE HEPBHOH TKaHW,
y4acTBysl B IPOSBICHHU MYIBTUMOLAIBLHOIO
HelpoTpodpudeckoro 3ddexra, GopMupoBaHUU
HEHPOIIACTHYHOCTH, [O3TOMY HApyLICHHS Me-
TaboNM3Ma TaHTIMO3WA0B HEU3MEHHO COIPO-
BOXKJIAIOTCS TUC(HYHKITUEH HEPBHON CHCTEMBI.

Takum o00pa3oM, [JaHHBIE JIUTEPATYPHI
yOeXIalT B IEJIECOO00PA3HOCTU U TMEPCIICKTUB-
HOCTH MNPUMCHCHUA TaHITIMO3UMAOB B KauCCTBE
MOTEHIIMATBHOTO TEPANIeBTHYECKOTO KOMIIOHEHTA
JUISL JICUCHHS PA3IUYHBIX (POPM OCTPBIX MK XPO-
HUYECKUX HeWpoJereHepaTUBHBIX 3a00IeBaHHIA.
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II1.B. TumepOynatos, B.M. TumepOynaros, P.C. AGxymnun, A.M. Caprcsia
APTEPUOME3SEHTEPUAJIBHASA JYOJEHAJIBHASI KOMITPECCHS
@I'FOY BO «bawxupckuii 20cy0apcmeeHHblil MeOUYUHCKULL YHUBEPCUMEM »
Munszopasa Poccuu, e. Ya

IpencraBieH 0030p OTEYECTBEHHOH U 3apy0eXKHOMH JIUTEPaTypsl 110 MpobIlieMe apTepUOME3EHTEPHANIBHOM 1yOieHATbHON KOM-
npeccuu (AMJIK). PaccMoTpeHBI BOIPOCH! 3THOIOTHH, KIMHUKH, AUATHOCTUKY M JICYeHUs JaHHOTo 3aboneBanus. OTIENbHO pac-
CMOTPEHBI BOIIPOCHI [IOKA3aHUil i BEIOOPA METOA XUPYPTHIECKOr0 JICUCHHs, IPUBEICH aHAJIN3 OTAAICHHBIX PE3yIbTATOB.

Knrouesvie cnosa: aprepuoMe3eHTepHaNbHas TyoieHaIbHAs KOMIIPECCHUS, STHOJIOT s, IMarHOCTHKA, JICUCHHUE.

Sh.V. Timerbulatov, V.M. Timerbulatov, R.S. Abdullin, A.M. Sargsyan
ARTERIO-MESENTERIC DUODENAL COMPRESSION

The review of Russian and foreign literature is presented on the problem of arterio-mesenteric duodenal compression. Issues of
etiology, clinic, diagnosis and treatment of the disease are considered here. The paper also presents the questions of indications and
choice of surgical treatment with the long-term results analysis.

Key words: arterio-mesenteric duodenal compression, etiology, diagnosis, treatment.
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