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OCOBJMBOCTI OBMIHY TOMOILIMCTEIHY TA I''I/ZIPOT'EH CYJIb®IIY
B IIEHTPAJIBHIN HEPBOBIII CUCTEMI

lMopyLueHHss 06MiHY METIOHIHY Ta rOMOLMCTEIHY aCOLFOITLCS 3 HEHMPOBACKY/IIPHUMU Ta HEMpOAEreHe-
parnBHUMM 3axBOPOBaHHIMU. MeTaboniam CipKOBMICHUX aMiHOKUC/IOT Y MO3KYy Mae nesHi 0Co6MBOCTI,
SKi AeTEPMIHYIOTb 1HOro 0Co6/MBY YYTAMBICTb 10 TOKCUYHOI Ail rinepromouncteinemii. B npeacraBneHomy
ornsgi y3araibHeHO Cy4YacHy iHGopMaLuito npo KAKHOBI LIsSXu MEeTaboi3My METIOHIHY, rOMOLMNCTEIHY i
rigporeH cynb@iay, ix 6ionoridHy posb Ta 0Co6aMBOCTI perynsauii B MO3Ky TBapuH i JIOANHU, OKPEC/IeHO
nepcnekTuBy NoAaabLUNX AOC/IAXEHb.

KJ1tO4OBI CJIOBA: romoumcTEIH, rigporeH cynbdin, eHsumu, metadboniam, MO30K.

MopylleHHs 0OMiHY CipKOBMICHMUX aMiHO-
KMUCNOT, 0cobnMBO rinepromoumcTteiHemito (ML),
MOB’A3YI0Tb i3 PO3BUTKOM HENPOBACKYISPHUX,
HerpohereHepaTtnBHMX 3axBOpPKOBaHb Ta
ncuxiyHmux posnapis [14, 16]. Metaboniam
METIOHIHY Ta romoumcTtelHy (ML) y ueHTpansHin
HEpPBOBIl cUCTEMi Mae neBHi 0COBNMBOCTI, AKi
O0EeTepMiHyIOTb 1T BUHATKOBY YyTNUBICTb [0
HeraTmsHoOro snavsy L. Hanpuknag, y MO3Kky
MeTaboniam 'Ll cnpsixkxeHnin 3 yTBOPEHHAM
FOMOLMCTEIHOBOI KNCNOTU (MOTYXXHOrO eKkcam-
TOTOKCUHY) [28] Ta rigporeH cynbdiay (H,S) —
HEenpoTpaHCcMITEpPa, UMTONPOTEKTOPA Ta aHTu-
okcupanTta [20, 21]. B npeacTtaBneHomy ornagi
nitepatypu mMu cnpobyBanu ysaranbHUTK iH-
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dopmauito Nnpo 0cobnmMBOCTi 0OMiIHY cipko-
BMIiCH/X aMiHOKUCJIOT Yy UEHTpasbHili HEPBOBIN
cuctemi (LHC) 8 akueHtom Ha 'L, ta H,S.
[OMOUMCTEIH — HENPOTEIHOreHHa CyNbd-
rigpunbHa amiHOKMCNOTa, f9Ka YTBOPKETLCS B
opraHi3mi 3 MeTioHiHY. B xap4oBux npoaykTax L,
MICTUTLCS B HAA3BNYANHO HU3bKIN KiSIbKOCTi, TOMY
HOPMaJIbHWI PIBEHBb LJET aMiHOKMUCIOTY B nna3mi
KpoBi 3a0e3nevyeTbcs MeTioHiHOM [1]. Y nnaawmi
kpoBi noanHn 'L, nepebysae nepeBaxHo (70—
80 %) y npoTeiHo3B’a3aHin popmi (puc. 1), oewo
MeHLwa KinbkicTb (20—-30 %) UMPKYOE y BArNGAAI
rOMOUMCTUHY Ta 3MiwaHoro gmcynediny -
umcTelny, 6nmnabko 1 % MICTUTBLCS Y BiflbHI dopMi,
a MeHwe 0,3 % -y dopmi TionakToHy 'L, [17].
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Puc. 1. CTpykTypHi dopmynu pidHmnx dopm ML y nnasmi Kposi.
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TKaHWHW XNBUX OPraHi3MiB BigpI3HAIOTLCA 32
BMicTOM ['LL. Y LypiB Ta MyLLIEN HANBULLIMIA PIBEHD
3aranbHoro 'L, 3apeectpoBaHO B neviHui (3-
4 HMOJb/I TKAHWHW), MEHLLNI — Y HUPKAX, EreHsAX
Ta cepui (1-2 HMOonb/r TKaHWHK). B MO3Ky BMICT
U, € HaMMeHW M i CTaHOBUTb Y CEPEOHBOMY
(0,76%0,07) Hmonb/r TkKaHWHK [15]. YTBOpEHH:A 'L,
y TKaHMHax BiaOYBAETLCA B peakLigax TPAHCMETU-
JyBaHHS METIOHIHY (puc. 2) [1, 6]. CnoyaTky MeTio-
HiH 3 yyacTio AT® Ta eH3uMy MeTioHIHaOeHo-
auntpaHcdepasn (KD 2.5.1.6) akTmByeTbCcsa 00
S-apeHo3nnMeTioHiHy. OCTaHHiIl MICTUTb BUCOKO-
aKTUBHY METUJIbHY rpyny, sika BUKOPUCTOBYETLCS

MeTunTpaHcdepazammn ong MeETUITYBAHHS PI3HNX
cybceTparTie. Peakujl TpaHCMETUYBaHHS AOCUTb
AKTVBHO NPOXOAATb Y MO3KY | 3a0€e3MneyytoTh YTBO-
PEHHS Ta Aerpajgaiito HeripomeaiaTopis, peryns-
uito npouecuHry MPHK, ekcnpecii rexis, noct-
TpaHcnauiHol mogudikauil noninenTuais i Npo-
TeiHiB [23].

[Micna BigLenneHHs METUNBLHOI FPYNn B peak-
LiX TPaHCMETUNYBaHHA S-aaeHO3UIMETIOHIH
NEPETBOPIOETLCA HA S-aaeHO3UNTOMOLNCTEIH,
AKMIA TigponisyeTbCs S-aaeHO3UNroMOLMCTEIH-
rigponasoto (K® 3.3.1.1) no apeHo3uHy Ta Il
[12]. Lia peakuja € 060pOTHOIO, i 32 NPUCYTHOCTI
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Puc. 2. OcHoBHi wnsaxu metaboniamy 'Ll MC — meTioHiHcuHTeTasa; LM — umcTtaTioHiH-y-nia3a; BIMT — 6GeTaiH-
romouucTeiHmeTunTpaHcdepasa; MAT — meTioHiHageHo3unTpaHcdepasa; AT — S-afeHO3MNroMouncTeIHrigponasa;
LIBC - umcTaTioHiH-B-cuHTaza; AMAK — S-apeHo3unmeTioHiHaekapbokcunasa; NyHKTUPHUMU CTPifKaMn Mo3Ha4yeHo

peakduii, aKi He NPoOXoasaTb Y MO3KY.
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afeHo3uHy 'L Mmoxe edpekTnBHO TpaHchOopMyBa-
TUCb Y S-aAEeHO3UIrOMOLMCTEIH 3 y4acTio S-afe-
HO3MIFOMOUMCTEIHriApoNasn. 3a yMoB in vitro
LUBMOKICTb peakLi CUHTE3Y S-aaeHO3UNrOMOLMC-
TeiHy 3Ha4HO (BinbL HixX y 10 pasiB) nepesuLlye
LWBUAOKICTb MOrO TigpOoAiTUYHOrO PO3LENIEHHS
[12]. OpHak B opraHiaMi NpeBanoe peakuiq
rigponisy S-ageHo3unroMouMcTEIHy, OCKinbkum I,
Ta afAeHO3WH LLBUAKO YTUMI3YOTbCA.

B MO3Ky Ta iHWUX TKaHMHaX S-aneHo3wusn-
METIOHIH MOXE NEPEHOCUTI Ha akLLENTop HE NnLie
METUMbHI FPyNK, a TakoX aMiHONPONaHoOBY 4Yac-
TUHY, LLO CYNPOBOOXKYETLCA YTBOPEHHAM MOJi-
aMiHiB — CnepMiHy Ta cnepmignHy. ng uboro S-
a[IEHO3UIMETIOHIH OeKapOOKCUYETLCA 3 YHaCTiO
nippnaokcanbdocdary 1a S-aaeHO3UIMETIOHIH-
nekapobokcunasu (KP 4.1.1.50) no S-apneHo3un-
5’-(3-metuntionponinaminy) [3]. OcTaHHiIn
NePEHOCUTb aMiHOMPONaHOBUIM GparMeHT Ha
NYTPECLMH 3 YTBOPEHHAM CNEPMIANHY, AKMIA NiCAs
MPUELHAHHA LWEe OOHIET aMiHOMPONaHOBOI rpynu
NEPETBOPIOETLCS Ha CnepMiH. NoniamiHn BONO-
Lil0Tb NO3SUTUBHUM 32PAO0M, JIEMKO 3B’A3YI0TbCA
3 HYKNEIHOBUMU Kncnotamu, 6epyTb y4acTb Y
pennikauil OHK, TpaHckpunuil Ta TpaHcaaui.
BcTaHoBneHo, WO NPUrHiYEHHA CUHTE3Y CNepMiHy
B MO3KY aCOLLOETbCSH 3 MOPYLUEHHAM aKTUBHOCTI
NMDA-peuenTopis, K*- i Ca?"-kaHanis Ta po3BuT-
KOM KOTFHITUBHUX i MCUXIYHUX MOPYLLEHb [24].

Y1unizauia L, y TkaHMHax BinbyBaeTbcs
TPbOMa OCHOBHVIMMU LLASIXaMU: PEMETUITYBAHHSAM,
TpaHCcCyNbdPyBaHHAM Ta AeCYNbdypPYBaHHAM.

Lnax pemetunyBaHHs [1, 6] 3abe3neuye
nepeTBOpeHHa Ll Ha MeTiOHIH. Y peakuisax pe-
METWUTYBaHHS BifOyBaeTbCS yTUNI3aLis HEBENNKOT
(6m3bKo 2 %) kinbkocTi L. OCHOBHUM LLIAXOM
YTBOPEHHA METIOHIHY 3 'L € peakuig 3 yyacTio
B,,-3aN1€XHOro eH3My MEeTIOHIHCUHTEeTasmn (KP
2.1.1.13). besnocepenHiM OOHOPOM METUIIbHOI
rpynu B Ui peakuil € 5-meTtunteTparigpodonar,
SAKUIA YTBOPKOETLCS B UMKII aKTUBHOrO donaty:
riopoKCUMeTUNbHA rpyna CepuHy NEPEeHOCUTLCA
Ha TeTparigpodonar 3 yTBOPeHHAM 5,10-me-
TuneHTeTparigpodonarty, LWo BiAHOBMIOETLCH A0
5-meTunteTparigpodonaty 3 yyacTio raBiHO-
BOro eHammy 5,10-meTuneHTeTparigpodonat-
penyktasu (K 1.7.99.5).

ANbTEPHATUBHUM LLNAXOM YTBOPEHHSA METIO-
HiHy 3 'Ll € peakuis 3 y4acTio ponaTtHe3anexHoro
eH3nmy GeTalHromMmoumcTelHMeTunTpaHchepasmn
(Kd 2.1.1.5) Ta moHOpa MeTUNbHUX rpyn 6eTaiHy
[1, 6]. B mo3ky nepetBopeHHs 'Ll Ha MeTIOHIH
NPOXOAsTb INLLIE 3 YHaCTIO METIOHIHCUHTa3W, TOA]
K peakLii 6eTaiH3anexXHOro PEMETUNYBAHHS He
Mat0Tb 3HAYEHHS (B MO3Ky ekcrpecist 6eTalHromMo-
LUMCTEIHMEeTUNTPaHchEepPasmn He BUSBNEHA) [5, 16,
23]. Y TKaHMHax MO3Ky NPOLLECU PEMETUITYBAHHS

NPOX0AsATb 3 PI3HOIO IHTEHCUBHICTIO: HaMMEHLLY
aKTUBHICTb peakujin peMeTMyBaHHSA BiAMIHal0Tb
y riianbHUX KNiTUHax, B AKMX BMICT BiTamiHy B, €
HU3bknM [23].

LLnax TpaHccynbdyBaHHe [1, 6] 3a0e3neuye
nepeTBopeHHs 'L, Ha uncTelH. Y peakuisax TpaHc-
Cynb®yBaHHA YTUNI3YETLCA OCHOBHA KiNbKiCTb 'L
(70-80 %). Cnouvatky I'LL koHOEHCYETLCS i3 Cce-
PUHOM 3 y4aCTIO NipuaokcanbdochaT3anexHoro
€H3UMY LMCTaTioHIH-B-cuHTasn (Kd 4.2.1.22) 3
YTBOPEHHAM UMCTATIOHIHY. Jani yucTtaTioHiH nig,
BMJIMIBOM iHLLOIO NipnaokcanbpochaT3anexHoro
€H3MMY UumMcTaTioHiH-y-niadu (KD 4.4.1.1)
NepeTBOPIOETLCS Ha uMcTelH, NH, Ta o-KeTooby-
TMpaT. Y TKaHMHaxX MOS3KY LUAAX TpaHCCynbdy-
BaHHSA He Bigirpae BaxnmBol poni B ytunidawi 'L
LMCTaTIOHIH--CHTa3a ekCnpecyeTbCs 3 AyXe
HU3bKOK UMCTaTIOHIHCUHTA3HOK aKTUBHICTIO, a
EKCNPECia UMCTaTIOHIH-Y-Nlia3n B3arani BiACyTHS.
3a uyx yMOB piBEHb LIMCTEIHY B MO3KY MOMOBHIO-
ETbCS NIMLLE 32 PAXYHOK MOrO LIMPKYIIOKYOro nyny
B KpoBi [16, 23]. Y LIHC uuncteiH bepe yy4acTb y
GOpPMYBaHHI CTPYKTYPU NPOTETHOBMX MONEKY, 1X
donanHry, perynoe GyHKLUioHanbHMin cTaH bara-
TbOX EH3MMIB Ta PELLENTOPHUX MPOTEIHIB, BXOOUTb
no cknapy rnytatioHy (GSH) Ta koeH3umy A,
3abes3nevyye penoKc-CUrHaniHr, € AXepenom
ranbMIiBHOIO HEVipoMeajiaTopa TaypuHy [2, 22, 25].

LLinax aecynbdypyBaHHs 3a6e3ne4ye nepe-
TBOpeHHsa L Ha H.S [20, 21] (tabn.). OcHoBHa
peakuist yTBOpeHHs H,S y TkaHMHax MO3KY — KOH-
neHcauia L-romoumcteiny 3 L-umcteiHom (B-3ami-
LLIEHHST) 3 yHaCTIO UMCTaTIOHIH-B-cnHTa3n (tabn.),
sika eKCNpPEeCyeTbCs B rinokamni, MO304Ky, KOpi,
cToBOYypi Mo3ky [9, 13, 21]. BcTaHOBNEHO, LLO
hecynbdypasHa akTUBHICTb LMCTATIOHIH-B-CUH-
Tasn B TKaHMHAxX MO3KY B OECATKM pasiB nepe-
BULLYE LINCTATIOHIHCUHTA3HY aKTUBICTb.

HewonaeHo Gyno BiAKPUTO LUE OAMH LUASX
yTBOpEHHs H,S y MO3Ky: cnepLuy L-uncTeiH BCTy-
Nnae B peakL,ito TpaHCaMiHyBaHHS 3 0.-KeTornyrapa-
TOM 3 y4yacTio umcTelHamMmiHOTpaHcdepasn
(K 2.6.1.3) 3 yTBOpEHHSM 3-MepkanTonipysaTy,
3 AKOro Aani BUBINbHAETLCS H,S 3 y4acTio 3-mep-
kanTonipyeatcynbdypTpaHchepasn (KD 2.8.1.2)
[27]. OcTaHHin eH3MM eKCnpecoBaHui y KOpi Ta
MO304Ky [8] i K KOdakTopn MOXE BUKOPUCTO-
BYBATW ryTaTIiOH, TIOPEOOKCUH Ta AMriApOoNinoeEBy
KncnoTty [27]. TakoX iCHYIOTb BiAMIHHOCTI Y KJli-
TUHHIN nokanisauii H,S-npoaykyloumx eH3nMis:
LUMCTaTIOHIH-[-CMHTa3a noKanisyeTbecs B LMTO30i
acTpouuTiB, TOAi 9K 3-MepkanTonipyBaTCysb-
dypTpaHcdepasa — B MITOXOHAPIAX HEMPOHIB [19].

H,S Bigirpae Baxnuy posib y GyHKLIOHYBaHHi
LIHC: nposasnsie BazoaunaTyounii, LMTONPOTEK-
TOPHWIM, aHTUMOKCUOAHTHMIA, NPOTU3ananbHUi Ta
AHTMANONTUYHUIA edekTn, 30inbLIyE YYTIMBICTb




Tabnuua — EHsumaTu4Hi peakuil ytBopeHHsi H,S y TkaHMHax MO3Ky TBapuH Ta JIlOAVHM

EH31Mm Cxema peakuji
LiucTartioHiH-f3- COOH
CUHTa3a ?OOH COOH COOH
Ko 4.2.1.22 H.N—C—py HN—C—H |
2 + (I:H — H)N—C—H H)N—C—H + H,S
2
HC—5H H,C—SH H,C—8—CH,—CH,
L-uncrein L-romoumcTein L-umcTaTioHiH
LiucTteiHamiHo- COOH COOH
TpaHchepasa [ COOH |
Ko 2.6.1.3 COOH C=0 | H2N—?—H
— » C=O
HzN—C—H + (|3H2 + CleZ
H,C—SH CH, HyC—SH Clle
I
COOH COOH
L-uucTein o-KeTornyrapar 3-mepkanTonipysat L-rnytamat
3-MepkanTonipy-
BaTCynbdypTPaHC- C|OOH
depasza c—0 + R-SH R.S.SH + R-SH IS
= —  w» R-S- —_—
K 2.8.1.2 - nipysat + R-S-S-R 2
3-mepkanTonipyBat nepcynbdion

NMDA-peuenTopiB HEMPOHIB A0 rnyTamary, CTu-
MyJtOE HaaxomkeHHs Ca2* B acTpounTu, 30inbLUIye
CUHaNTUYHY aKTUBHICTb, aKTUBYE LIMCTUH-INyTa-
MaTHI aHTUMOPTEPU, MOCUIIOE CUHTES rAyTaTiOHy
B HelpoHax, a TakoX MnoTeHuiloe edpektn bio-
reHHUX aMiHiB (y-aMiHOMaCnAaHOT KUCNOTH,
rayTamarty, CepOTOHIHY, JodaMiHy, agpeHaniny Ta
HopagpeHaniHy) n auetunxonidy [9, 13, 21].

[OMOUNCTEIH Y HEMPOHAX CAMOOKUCHIOETbLCS
[0 TOMOLMCTEIHOBOI KUCNOTU, LLIO CYNPOBOOXY-
€TbCS HAKOMUYEHHSAM Y UMX KITITUHAX TigporeH
nepokcuay [28]. ICHyOTb OaHi, WO roMouncTel-
HOBa KMCOTa MOXeE TakOX YTBOPKOBATUCH Mpwu
OKVICHEHHI METIOHiHY [4]. CekpeLiisi rOMOLMCTEIHO-
BOI KMCNOTWU aKkTUBYETLCS Y BiANOBiOb HA €N1EKT-
PUYHY CTUMYNSLiI0 HENPOHIB ab0 30inbLUEHHS
BHYTPILLHbOKITITUHHOT KOHL,EHTpaLl kanbLjio [29].
NokasaHo, L0 roMouUMCTEIHOBA KUCNOTA BONOAIE
BMCOKOI EKCANTOTOKCUYHICTIO, sika € 3Ha4YHO BU-
woto, Hixx y 'L, [28]. It unToTOKCMYHA Ojst B HEVpO-
Hax rinokamna peani3yeTbCs 4Yepesd akTuBaLito
NMDA-peuenTopiB, a B KnitnHax NypkiHbe — non-
NMDA-peuenTopis, a came AMPA- Ta kaiHaTH1x
peuenTopiB [29].

Y TkaHnHax Mo3Kky 'Ll MOXxe NoMUIKOBO B3a€-
MonmiaTu 3 TPHK“e™ (abo TPHK"% TPHK"®) j
YTBOPIOBATU KOMIMIEKC, KM CneundiyHo po3ni-
3HaEeTbCA BiANOBIAHOKW amiHoaumn-TPHK-cuHTe-
Tasoto (puc. 3) [18]. CneundiyHa TPHK-cnHTETa3a
(Hanpuvknag MeTioHiH-TPHK-crHTETasa) Bunpas-
JIS1E NOLLUKOOXKEHHS: 3abe3nedvye KoHBepcito 'L, no

TionakToHy. OCTaHHiIl € oyXXe TOKCUYHOK PEHOBU-
HOIO, TOMY LUBUAKO Tigponi3yeTbCa MITOXOH-
OpianbHOIO TIONAKTOHA3010 MO3KY [26]. dediunt
TionakToHaswn (napaokcoHasu 1) CynpoBOAXKY-
E€TbCHA HAKOMNYEHHAM TionakToHy 'L, akni BUKnu-
kae moamdikaLlito Ginkie, aBTOIMYHHI peakLji, HaKko-
NMUYEHHSA aminoigy Ta 3arnbenb HEMPOHIB. 3po-
CTaHHA BMICTy TionakTtoHy Ll acoujoetbca 3
PO3BUTKOM EMiNenTUYHMX CYyAOM Ta XBOpPOOM
Anburenmepa [7].

Perynsauisa metaboniamy roMouMCTEIHY Ta
ripporeH cynb®diny B MO3Ky

MoxxHa BUAOINNTM TPY OCHOBHI LLNSIXW PErynsL

meTaboniamy 'L, Ta H,S: mMetaboniTHWiA, HyTpi-
EHTHUIA Ta FYMOPASTbHUIA.

MertaGoniTHa perynsauis. Y TkKaHMHAX MO3Ky
00MiH I'L| Ta H,S peryntoetbcs S-aneHo3MImeTio-
HIHOM, 9KMIA € iHrBITOPOM MEeTUNEHTETPariapo-
donarpenyktasu Ta METIOHIHCUHTETA3M i OOHO-
YaCHO aKTMBATOPOM LMCTaTIOHIH-B-cuHTasm [11,
21, 23]. Y BUCOKMX KOHLIEHTpaLLisx S-aneHo3us-
rFOMOUMCTEIH € KOHKYPEHTHUM iHriBITOPOM MEeTUN-
TpaHchepasHux peakuir [23]. AKTUBHICTb 3-Mep-
kantonipyeaTcynbdypTpaHcdepasn iHridbyeTbes
Ca?" He3anexHo Bif, kKanbMoOyniHy, TOAi 9K Nnpu
MigBMLLIEHHI BMICTY TIOPEAOKCMHY Ta AMriaponinoe-
BOI KUCNOTW B KNiTUHaX Ti akTUBHICTb 3pocTtae [19].

HytpieHTHa perynsauia. [1eBHE 3HAaYEHHA B
perynsauii obminy 'Ll mae BMICT y gieTi ooHopiB
METUNbHUX rpyn — 6eTalHy Ta METIOHIHY, a TaKoX
BiTAMIHIB Bg, B,,. Baromum nokasom npuyeTHOCTI
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CneundiyHunin cybcaiit
MeTioHin-TPHK-cuHTeTasn
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Puc. 3. Ponb meTioHin-TPHK-cMHTETa3n B YTBOPEHHI TionakToHy L.

LMX HYTPIEHTIB [0 perynsauil romeocTagy 'Ll € Ton
akT, Lo BUCOKi 803V BiTamiHiB B, Ta B,,,, a Takox
GeTaiHy 3MeHLLYIOTb BMICT 'Ll y TkKaHMHax MO3Ky 3a
€eKCNepuMeHTasbHOI rNineproMoumncTeIHeMIl, Toai
SK IX HECTa4a, a TakoX HAALLIOK AiETapHOro Me-
TIOHIHY cnpusitoTb 36inbLUEHHIO BMICTY 'L, [6, 23].

FNymopansHa perynauisa. Jotenep sanuwa-
€TbCS HEBIOOMOIO MPUYETHICTL FOPMOHIB O pery-
nsuir obminy 'Ly Mo3ky. B ogHOMY 3 focnifxeHb
NnokKasaHo, LLIO BBEOEHHS TUPOKCUHY NiABULLYBaNO
aKTMBHICTb METIOHIHaZeHo3unTpaHcdepasn B
MO3KOBI KOPi Ta MO304KY LLYYPIB Y HEOHATaJIbHUIA
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BUHHWLIKWA HALIMOHAJIbHBIN MEAVNLMHCKWIA YHUBEPCUTET UMEHUW H. . MTMPOrOBA

OCOBEHHOCTHU OBMEHA TOMOLIMCTEUHA U TUAPOTI'EH CYJIb®UJIA

B HEHTPAJIBHOM HEPBHO CUCTEME

Pesiome

HapyweHns obmeHa MeTMOHUHa U rOMOLMCTEeNHa acCOoUMNPYIOTCS C HelpoBaCKYISPHLIMU U
HelipoaereHepaTuBHbiMy 3aboneBaHnsmn. Metaboin3am cepocoaepxallimx aMuHOKUCIOT B MO3re uMeeT
onpeneneHHble 0COOEeHHOCTU, KOTOPbIE AETEPMUHUPYIOT €ro 0CobYI0 4yBCTBUTEIbHOCTb K TOKCUYECKOMY
AeCcTBUIO runepromoumncTenHemmnn. B npeagcraBneHHoMm o63ope 0b6o06LeHa coBpeMeHHasi nHpopmawms
O KJIOYEBbIX MyTsax MeTabosm3ma MeTUOHUHA, FOMOLUNCTEeNHa U r’MaporeH cynabguaa, nx Guoaorndeckori
PO M OCOBEHHOCTSIX PErynsiunm B MO3re XUBOTHbIX U 4e/10Beka, 0003Ha4Y€Hbl NepCrnekTUBb! AalbHeRLLINX
ncenenoBaHwin.

KJTIOYEBBIE CJTOBA: roMmouuCTEUH, rMaporeH cynbdua, sH3MMbl, MeTabonnuam, Mo3r.
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PECULIARITIES OF HOMOCYSTEINE AND HYDROGEN SULFIDE METABOLISM
IN THE CENTRAL NERVOUS SYSTEM

Summary
Metabolic disorders of methionine and homocysteine are associated with neurovascular and
neurodegenerative diseases. Metabolism of sulfur-containing amino acids has certain features in the
brain that determine its particular sensitivity to the toxic effects of hyperhomocysteinemia. The present
review summarizes recent information about the key pathways of methionine, homocysteine and hydrogen
sulfide, their biological role and peculiarities of regulation in animal and human brain, perspectives for
future research directions.
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