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Tiyunosuil peyenmop € anioHCeneKMuSHUM KAHALOM, W0 3a6e3neuye weuoKy CUHANMUYHY nepeoaiy 6
YeHmpabHill Hepeositl cucmemi xpebemmuux. Pazom i3 ayemunxoniHo8um HIKOMUHOBUM, CEPOMOHIHOBUM (5-
HT,R) ma peyenmopom camma-aminomacaanoi kucnomu (LAMK ,) 6in nanesicums 00 poounu yuc-nemensHux
NeHmamepHux IOHOMPONHUX peyenmopis. B oenadi sioodpasiceno 3azanvuy kapmuny, cpopmosany
bacamopiyHuMu 00CTIONCEHHAMU, NPUCBAYEHUMU 2TIYUHOBOMY peyenmopy. Ilokazano cmpykmypy i
ocobnugocmi cyboOUHUUHOI opearnizayii peyenmopa, po3eiaHymo MOMCAUB] NPUUUHU 2inepnieKcii —
HeUPONo2iuHO20 3aX80PIOBANHS, 08 A3AH020 3 OUCPYHKYICIO 2AIYUHOBUX peyenmopis.

Knouosi cnosa: cunanmuyna nepedaua; yuc-nemenvHi peyenmopu, anionceneKmueHi Kanai; cinepniexcis.

BCTYII

['minue — HalipocTima aMiHOKHUCJIOTa O10JI0Ti4-
HUX opraHi3miB. OKpiM OCHOBHOI poii — Oy1i-
BEJbHOI «UEMTMHKH» OITKOBHX MaKpOMOJEKYII,
IIIUH BUKOHYE 11I€ OJIHY HaI3BUYAIHO BAXKIIUBY
(GYHKIIFO — € HEUpOTpaHCMITEpOM y CHHAIcax
HEPBOBOT CHCTEMU. 3aBISKH JI0CIIiIHKCHHSIM, TIPO-
BeneHUM y 60—70-X pokax MHUHYJIOTO CTOJITTS
OyJ10 10BEJICHO, 110 B HEPBOBIH cUCTEMI XpeOeT-
HUX IIBUJKA raJibMiBHA Tlepeaada 3a0e3neuyeTh-
ca gBoMa ocHoBHHMH cucteMamu: [AMK- ta
DIIHHEPTivHO0. Y MepiIild HelponepenaBademM
BHCTYyIA€ TaMMa-aMiHOMAcJsHa KUCIIO0Ta, Y IPY-
rid — rminue. lonorponni TAMK , - penenropu
3HAXO/AATHCS NMEPEBAKHO B CHHAINCAX TOJIOBHOTO
MO3KY, B TOH 4ac sIK TJIIUHOBI — B CIIMHHOMY
MO3Ky 1 CTOBOYpi MO3Ky. B mesikux minmsHKax
HEPBOBOI CUCTEMH I1i pEIENTOPH KOJIOKaJi30BaHi
[1, 2]. bimpmre Toro, TAMK i T1itiiH MOXYTH BXO-
IIATH O CKJATy ONHIE] CHHANITUYIHOI BE3UKYIU
[2]1 omHOUACHO BUALISATHCS 13 IPECUHATITUYHOTO
3akiHdeHHs [3].

®izionoriuni QyHKUil NIiMUHEPTiYHOT CHC-
TEeMH Jy’Ke Pi3HOMaHITHI: BiJl KOHTPOIO MOTOP-
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HOI HiANBHOCTI 1 TeHepallii puTMy 10 00poOKH
ceHcopHoi iHpopmalii. OCHOBHOK (PYHKIIIED
€ Tepenaya raJibMiBHUX IMIYJIbCIB Yy CIIUHHO-
MY MO3KY, 110 3a0e3Tedy€e MBUAKY PETyIISIIiio
MOTOpHOI AisnbHOCTI [4]. OyHKIIOHYBaHHSA
TIIITHOBUX PEIENTOPIB 3aJIe)KUTHh BiJ MiCIsI
ix joxanizauii B HepBOBiil cucTemi, cyboau-
HUYHOTO CKJIaay, peTyJisuii BTOpUHHUMH MOCe-
peaHukaMu (mpoTeinkinasu, Gocdarasu, 10HH
KaJIbIIiF0), @ TAKOX BiJl KOHIIEHTpAIlil i0HIB XJIOpY
Y BHYTPIITHBOKIITHHHOMY Ta MO3aKJTITHHHOMY
cepenoBuiax [5, 6].

B ormsai mpencraBieHi naHi, 10 BUCBIT-
JIIOIOTh CTPYKTYPY DIIIIIMHOBHUX PELENTOPIB, 1X
apXiTeKTypy i CyOOOWHWYHHN CKIIQJ, a TaKOX
MaToJIOTIYHI HACTIAKH, 3yMOBIJICHI OPYIIEHHS -
MU MOJIEKYJISIpHOT OpTaHi3amnii UuX penenTopis.

CTpyKTypa IIiHHOBOI0 penenTopa

['minuHOBHIT penenTop BXOIUTH A0 CKIIALy po-
JUHH [UAC-TICTSJIbHUX JIITaHJIKePOBAHUX 10HO-
TPOMHUX KaHaJiB, 10 SKOI TAaKOX BIAHOCSATHCS
HIKOTHHOBUH aneTuixoninosuii (HAXP), cepo-
toninoBuit (5-HT;) i TAMK,-peuentopu [7].
Jlaui mociikeHb OCTaHHIX POKIB CBiIUaTh,
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110 BOHH IIMPOKO PO3TMOBCIOKEHI cepen Oio-
JIOTIYHUX OPTraHi3MiB — BiJl OJJHOKJIITHHHHUX,
MOJIFOCKIB, KOMax 1 g0 ccaBiuiB [8, 9]. Jlirana-
KepoBaHi 10HHI KaHAJHU SBISIOTH COOOI0 TOMO- 1
reTepoMepHi ancaMOii 3 5 OIIKOBUX CyOOmH-
HUIb, 10 GOPMYIOTh IIEHTPAIBHY MOPY KaHATY
[10-12]. Bci BOHM MarOTh CITUIBHI pUCH OYJIOBH:
JOBTHH 30BHIIIHBOKIITUHHUN N-TepMiHATbHUHI
JIOMEH, 110 cKaagaeTrhbcsa 3 moHam 200 amiHO-
KHACJIOT, YOTUPH TPaHCMEMOpaHHI JOMEHH
(TM1-TM4), 3’enHaHi IETIIMH Pi3HOT JOBKIHHU
(muTomrazMaTuyHa meTiIs, mo 3’ eaaye TM3- i
TM4-nomenn HapaxoBye Maiike 100 amiHOKHC-
JOTHUX 3aJIMIIKIB), 1 KOPOTKY MO3aKJIITHHHY
C-tepMinanb. N-TepMiHAIbHUN TOMEH KOX-
HOi CyOOJIMHUIII Ma€ KOHCEPBATHUBHY MIISHKY
3 13 aMIHOKHMCIOT, OOMEXEHUX LHMCTECIHAMHU,
10 3HAXOJIUTHCS MIX JIIraH/3B SI3yBaJIbHUM 1
TpaHcMeMOpaHHUMH JIOMEHaMu O1JIKOBOi cyO-
onuHULI. 3’€IHYIOYUCH KOBAJICHTHO, IUCTEIHN
(OpMYIOTh HUC-TIETIIO, MO0 U Jajl0 Ha3By BiJ-
MOBiAHINA poawHi. XapaKTepHO 0COOIUBICTIO
TIHITHHOBOTO PEIeNTOpa € HASBHICTH TBOX IIHC-
MeTeb y 30BHIMHLOKIITHHHOMY JIOMEHI.
Po3yMiHHS MONEKYISPHOI CTPYKTYPH IIHC-
NeTeNbHUX KaHalliB 3HAYHO PO3IMUPHIOCS
3aBJSIKM BaXXJIMBUM JAaHUM, 1[0 OyIH OTpHU-
MaHi 3a ocTaHHi poku. [lo-mepmie, BiAKPUTTS
areTHIX0MiH3B’ a3yBabHOTO Oinka (AX3b)
MPICHOBOJAHOTO MoOJtcKa Lymnea satagnalis
1 OTpUMaHHS HOTO KPHUCTAIIYHOI CTPYKTYpH 3
posaineHo0 3xaTHicTIO 2,7-1071%M [16]. Xou
me O1JIOK 1 HE acCOLIMOBAHUMN 3 10HHUM Ka-
HaJIOM, BiH ABIS€ cOOOI TMEHTaMep, CXOXKHH
3a CBO€EIO OYyJOBOIO 13 30BHIMHBOKIITHHHUM
MaKpPOMOJIEKYJISIPHUM JIITaHA3B sI3yBaJIbHUM
KJIaCTEepOM, [0 yTBOpeHui N-kiHmsiMu HAXP
i rninuHOBOro peunentopis. lle mamo 3mory
BUKOPHUCTATH cTPYyKTYpy AX3b ais romosnoriu-
HOTO MOJIEJTIOBAHHS PEIENTOPHUX IIEHTPIB BCi€l
ponvHM UHC-TeTeabHUX KaHamniB. llo-mpyre,
BCTAHOBIICHHSI CTPYKTYPH alleTUIXOJIIHOBOTO
kaHany Torpedo 3 po3inbHO 31aTHICTIO 410"
10 [12] 1OMOMOTIIO YTOUHHTH TOIOJOTIO LHC-
MeTeJIbHUX KaHaJiB i BCTAHOBUTH JIOKAIi3aIlif0
3HAYHOI KUTBKOCTI iX CTPYKTYPHHUX KOMIIOHEHTIB.
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[To-Tpere, BU3HAYEHHS 3 BHCOKHM PO31ICHHIM
(1,94-107'%), kpucraniunoi cTpyKTYpH 30BH-
IMIHBOKJIITUHHOTO JOMEHY ol-cybonuauii
HAXP mumri, 38’ 513aHOTO 3 0.-OyHTapOTOKCHHOM
[17], Bimkpumo metani MOJEKyJIsIpHOI opra-
Hizanii miei ginsaku AXP. I, mo-uerBepre,
OTPUMaHHSI KPUCTANIYHOT CTPYKTYPHU JIBOX
MPOKapiOTHUX KaHaJiB, U0 € TOMOJOTIYHUMH
i3 muc-meTeNbHUMHU penentopamu. Kanan
ELIC (Binm anra. pentameric ligand-gated ion
channel), 3 G6axrtepii Erwinia chrysanthemi,
OyJI0 KPUCTaJi30BaHO B 3aKpPUTOMY CTaHi, IO
Jalio 3MOTY 3°sICyBaTH WOTO CTPYKTYpPY IpH
posainenni 3,3-1071% [18]. Kpucraniuna
cTpykrypa kanaiy GLIC, Buninenoro 3 6akrepii
Gleobacter violaceus, byna BU3Ha4eHa y BiIKpH-
TOMy cTaHi 3 po3ainennsam 2,9-1071% [19]. Tpu-
MYIIEHHSI [0/I0 MOJIEKYIISIPHUX 0COOJIIMBOCTEH
KOH(pOpMaliifHUX 3MiH, KOTPi IPHU3BOIATH 0
BIIKpUBAHHS I0HHUX TOp, 0a3yI0ThCS Ha MOPiB-
HSTHHI IIUX IBOX KaHaJiB. 3yNHHUMOCS JEUI0 J10-
KJIaTHIIIE Ha TX apXiTeKTYpHO-(YHKIIOHATBHIH
opranizarii.

Kinenp N-TepMiHAIBLHOTO AOMEHY KOXK-
HOi cyOonmHuLi siBIsge co00K0 o-cHipanib, 3a
aKoto Hae cepis 3 10 B-ckiaagyacTux CTPyKTyp
(B-nuctiB). Bouu ¢opmyrors aABi rinpodo0-
Hi 30HHU, IO YTBOPIOIOTH CAaWT 3B’sA3yBaHHS
aronicra. KoHncepBaTuBHa muc-meTas, sKa
BXOJHUTh IO CKJIaJy LILOTO JOMEHY, a TaKOX
NeTs, o 3B’a3ye B-nuctu 2 i 3, BUTHHA-
I0TbCsl B OiK TpaHCcMeMOpaHHUX JOMEHIB i,
WMOBIpHO, BiJIIOBiIalOTh 3a mepenady iHpoOp-
Marii BiJ mirasa3B’s3yBaJbHOTO CAWTy /0
KaHAJIAKTUBYIOYHX BOPIT, IO MICTITHCS B TOPi
[16, 20, 21]. Y dhopmyBaHHi Jirana3s’a3yBaib-
HOT'0 CalTy OepyTh Y4acTh LICHTPAIbHI JUISTHKH
N-TepMmiHaJbHUX JIOMEHIB JJBOX CYCiAHIX Cy0o0-
IUHUIB, a came A-C «rosioBHO» (200 «+») cy-
6omunuti i D-F netni «xommiaementapHoi» (a0
«—») cyoonmaumi [22]. Lli meTii € TiHKEPpHUMHI
OiJISHKAMM, 10 HOEJHYIOTh P-CKiaaadacTi
CTPYKTYpH Mix c000t0. B MOMEHT 3B’sI3yBaHHs
aroHicra 3 peuUenToOpoOM aMiHOTpyma Jiranmy
B3aemojie i3 3anmumkom (eHinananiny 159
B-netni (tpunrodan 149 y sunanky HAXP) 3a
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MeXaHi3MOM KaTioH-7 B3aemonii [23]. Lle npu-
3BOJAUTH A0 (pikcyBaHHs aroHicTa B Micui HOro
3B’s3yBaHHS, IIEPEMIIICHHS ITUC-TIeTII 1 MeTII,
mo 3’eaHye B-ckiamyacti cTpykTypu 11 2 B
HaIpsIMKY TpaHCMEMOpaHHUX MOMEHIB i A0 iX
B3aemo/1ii 3 TM2-TM3 ninkepom [16, 24]. Take
MepEeMIIICHHSI 3/IaTHE BUKJIMKATH KOH(POpMaIliii-
Hi 3MiHU IHIIHX JJOMEHIB pelenTopa, 30Kpema
TM2, kotpuii hopmye i0HHY TIODY.

Yotupu TpaHCMEeMOpaHHI TOMEHH Cy00aH-
HUIb TIIIAHOBOTO PEIENTOpa MpeacTaBIeHI
0- CIipaJsgMH, IO MPOHMU3YIOTh OIMIMIAHY
MeMmOpany. [I’saTh cyOOAMHUIb, 3 SIKHX CKJa-
JAETHCS PELENITOP, 30PIEHTOBAaH] TAKUM YHHOM,
1o iXx TM2-10MeHU YTBOPIOIOTH 10HCEIEKTHBHY
mopy, a TM1-, TM3- i TM4-nomenH ii 0TO4yIOThH
1 B3a€MOAIIOTh 3 JiNiJaMU LUTOIIA3MAaTHYHOT
MeMOpan#u [24]. Y nentpi koxxaoro TM2-mgome-
HY 0 CIIipasib MePETUHAETHCS, TAKUM YHHOM Pi3Hi
JISIHKY KaHaly MaroTh pi3HY IIHUPUHY. B 30HI
MeperuHy po3MilleHi JBa riipohoOHI KilbIs,
yTBOpeHi 9’-neiinuaamu i 13’ -Baxinamu, KOTpi,
HMOBiIpHO, POPMYIOTH TOJIOBHI KaHAIBHI BOPOTa
[24]. 3rigHo 3 Moxe/I0 YHBIHA, BIIKPUBAHHS
10HHOTO KaHaJly 3alyCKaeThCs MOBOPOTOM
TM2- 1oMeHIB Ta ITOJAJIbIIOK AeCTa0lIi3a1icIo
ripohoOHUX B3a€EMO/Iii B KAHAIIBHUX BOPOTaX.
L[st monmens Oa3zyeThest Ha aHami3i 300pakeHb
HAX-penenropa eJIeKTpUIHOT0 OpraHa MopcCh-
koro ckara Torpedo, OTpUMaHHX 3 JIOIIOMOTOIO
ENIEKTPOHHOT0 MIKPOCKOMa, 3 PO3AITEHHIM
4-10°'% [11, 12]. Cnuparouuch Ha pe3yJbTaTH
aHaJi3y KPUCTAIIYHOI CTPYKTYPH MPOKAPIOTHUX
1OHHUX KaHaliB (aHATOTIYHUX ITHC-TICTCIEHUM
kaHamam eykapiot) GLIC [17] i1 ELIC [18, 25]
OyJIO 3alPOMOHOBAHO 1HINY MOJAEIb, 3TiHO
3 SKOI MiJ 4ac akTuBamii pementopa, TM2
— TM3-neTns 3Mimy€eTbCs HA30BHI 1 TATHE
3a coboro TM2-nmomen. lle nmpu3BoaAUTH 110
Y3TOJKeHOTo mepeMimeHHs qoMeHiB TM2 i
TM3 i cynpoBOIKYETHCS 3MIHOIO 1X HaXUITY
Ta 30UTBIICHHSIM JiaMeTpa MOpHU 3 2-1019 o
12:10-'% [20]. IIpu nbOMy 3aNMLIKM KHCHIO
HU)KHBOTO Kinbls rayramatie TM2-momeny
3’SIBJISIIOTHCSI BCEPEAMHI KaHaly, AMHAMIYHO
(dbopmyroun Horo KaTioHHy BHOIpKOBiCTh. OHAK
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151 MOZICJIb 3ACHOBaHAa Ha MOPIBHSIHHI CTPYKTYPH
piznux kanani: ELIC — B 3akputomy, GLIC —
y BIIKPUTOMY CTaHaX i MOTPeOYy€e MOAAITBIIIOTO
YyTO4YHEHHs. binbm neranbHO apXiTekTypa
1 MONEKYJIApHI MOJENi BiIKPUBAHHS IHC-
MEeTEeJIFHUX KaHaIiB MPEACTABJICHI B OTILAax

[21, 22, 26].

Cy0oauunui riIinnHOBOTO penenTopa

binok raimmHOBOTO perenTopa yrmepiie Oyio
010XIMIYHO OUHIIICHO 31 CMUHHOTO MO3KY IIypa,
3 BUKOPHUCTaHHSIM adiHHOi Xpomarorpadii ta
BHCOKOBHOIPKOBOT0 aHTAaroHicTa TJIIIHHOBOIO
peuenrtopa — ctpuxuiny [27]. Byno BusiBieHo
TpH O1JIKM 3 MOJICKYJISIpHOIO Macoro 49, 58 ta 93
k/la, 3 sskux mepri 1Ba OyJ0 iIeHTH(IKOBAHO K
ol Ta B-cyOomuHMII, TOMOJIOTIYHI BiAIOBITHUM
CyOOJAMHUIISIM 1HIIUX MPEACTABHUKIB POJAUHU
HHUC-TIETEIbHUX perenTopiB. B moganbmux
eKCIIepUMEHTaX MPOJEMOHCTPOBAHO, 10 010K,
MOJIEKYJIIpHA Maca sKOro CTaHoBUTH 93 k/la,
crienmu(pigHO 3B’SA3y€ETHCS 3 B-CyOOAMHUIICIO i
TyOyJIiHOM, BiZirpatodn, TAKUM YUHOM, TOJIOBHY
poJib y KiIacTepu3allii MIIHHOBUX PELENTOPIB
[28]. Bin orpumaB Ha3By redepuH.

3 MO3Ky CCaBIliB BHAIJICHO 1 KJIOHOBAHO
YOTUPH MIATHIU 0-CYOOTUHUII TIIIHHOBOTO
penenitopa (al, a2, a3, a4), korpi Ha 90 % ro-
MOJIOTiuHI MiX coboro [29], 1 B-cybommuuiio,
1o mae 47 % romostorii i3 al [30]. AnanoriuHuit
Ha0lp cyOOAMHMIL XapaKTepHUH AJisi HEPBOBOI
cuctemu pubku 3e0pu Danio rerio [31-33]. Cy-
OOMHUII TITIIIMHOBOTO pElenTOpa OyJI0 BUSIBICHO
B yCiX Bifiyiax ii IEeHTpaIbHOT HEPBOBOT CHCTEMH
(ITHC), 1 iX po3moieHHs 3arajloM CX0XEe 3 THM,
10 OyJI0 OTpUMaHe Ha ccaBIix [34].

al-, 02-, a3-CybonuHulli, Ha BIAMIHY BiJ
-cyOoanHmLIl, MOKYTh GOpPMYBaTH (PyHKIIIOHAIb-
Hi SIK TOMOMEpHI, TakK i rerepoMepHi (B KOMOi-
Hatii 3 B-cyboamHumero) penentopu [35,
36]. BaxnauBoio BIacTHBICTIO B-CyO0OmMHUIII
€ HasgBHICTh y HHUTOIIA3MaTHYHOMY JOMEHI
JUISTHKW 3B sI3yBaHHA 3 TeepHHOM — ajar-
TOPHHUM O1IKOM, TOJOBHE 3aBIAHHS SIKOTO —
3a0e3Me4YeHHs MOCTCUHANITUYHOT KJacTepu3atii
TTIMUHOBUX perientopisB [37-39].
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BracTuBOCTI TOMOMEPHUX 1 TETEpPOMEPHUX
pelenTopiB ACIIO BiPi3HIOTLCA. BcTaHOBIICHO,
0 MPOBIJHICTh TOMOMEPHHUX PEIENTOPiB
npu6au3HO B 2 pasu Oinpme (80—100 nC), Hix
rerepomepaux (40-50 mC) [35]. 'omomepHi
penenTopy BUCOKOUYTIUBI 10 OJIOKYBaIBHOT dii
MiKPOTOKCHHY (edekTuBHA m03a 10 MKMOIIB/IT),
a YYTJIHUBICTh T€TEPOMEPHUX o/f-peuenTopis
no uporo 6iokaropa B 100-500 pasziB meH-
ma [40, 41]. Lle 3yMOBI€HO BiAMIHHOCTSIMH
B aMiIHOKHCJIOTHOMY CKJaAi JOMEHIB, IIO
dbopMyIOTh 10HOTIPOBIHUH KaHa [42, 43].

3a 10TIOMOT 010 METOTY in Situ Tiopuan3amnii
OyJio Mmoka3zaHo, MO AJII KOXKHOI cyOOanHHI
xapakTepHe crenudiyHe Micie Jokaizaiii B
CMUHHOMY MO3KY, CTOBOYpi MO3KY i eBHHX
30HaX roioBHOTO MO3KY [44]. Y IIHC mopocaux
ccaBiiB nepeaxae ol-cybonununs. PiBeHp
ii excnpecii HOcTaTHHO BUCOKHH Yy siapax
cTOBOypa MO3Ky, CIHHHOMY MO3KY, TalaMyci
i rinoranamyci. [lepeBakHa cuHaNTU4YHA JIO-
kamizamist ol cBimuuTh Mpo (GopMyBaHHS TeTe-
poMepHHX 0/B-perenTopiB, OCKIIbKHA caMme
B-cyOomuHUIST BIAMOBiJa€ 3a CUHANTHYHE
«3asgKOpPEHHs» TIIIUHOBUX perentopis [37, 45,
46].

VY nepiox eMOpPiOHANBHOTO PO3BUTKY 02 —
HaWOLITBI MOMTUpPeHa CyOOIHHHUIIS TITIITUHOBOTO
penentopa B ITHC [44, 47]. Bucoka 9yTIuBicTh
0ip1IOCTI eMOpPIOHANBHUX O2-TIIMUHOBUX
peuenTopiB 10 MiKpoTOKCUHY [48, 49] i BUcoKa
npoBigHicTh [50] cBimyaTh Mpo iX MEpeBaXHY
roMoMepHicTb. OJHaK Yepe3 TpU TUXKHI Micis
HapOHKEHHS PiBeHb eKcmpecii a2-cy0oanHuIi
pi3KO 3HHKYEThCS, a il Jlokami3aiis HaOyBae
CHHAINITUYHOTO XapakTepy. B mopocinomy opra-
Hi3Mi O1JIBIIICTh TIIIUHOBHUX PEIETITOPIB Chop-
MoBaHi al-cyboaununsmMu, o2 Oyia BUsBIICHA
nuime B ciTkiBui [S1], siApi HIOXOBOTO aHai-
3aTopa Ta JESKUX 30HAX IOJOBHOTO MO3KY
[44]. BapTo BimMiTHTH, IO TEH pelenTop He
€ KPUTHYHO HEOOXIAHHUM JUISI HOPMaIbHOTO
¢ynkuionyBanns [THC, ockinbku HOKayT reHa
02-CyOONMHHUII THIIMHOBOT'O pelenTopa He
3MIHIO€ MMOBEAIHKOBUX peakiit penoruny [52].

Hns a3- 1 al-cybonuHAIL XapaKkTepHa
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nojaiOHa JQuHaMiKa piBHIB eKcmpecii, mpoTe
3a KiJIbKiCHMM MOKa3HUKOM ol-peuentopu
3HAYHO IMMEPeBa)XarTh HaJ 03-TIIMUHOBHUMH
peuenTopamu [46]. Jlokamizanis a3-cyooauHu-
i Oyna migTBepKeHa B Kinbkox 30Hax [IHC,
OJlHaK HaAMOIJNbII AETaJIbHO i1 HMOIMIUPEHHS
OyJio BUBYEHO B CiTKiBI [53] 1 HOmUIEN-
TuBHHUX Hedponax | i Il mapiB 3agHiX poriB
CIIMHHOTO MO3KY (KOJoKali3aiis 3 reyepuHOM
TOBOPHUTH NMPO CHHATITUYHE PO3TAITYBaHHA) [54].
Cy6onuHums 04-TIIIHOBOTO PEIenTOpa MOKH
110 Majio BUBYeHA. byna nokasana ii yiokasiza-
isl B CIUHHOMY MO3KY, JOPCajJbHUX TaHTIisIX,
CUMMATUYHUX TaHTIIsAX KypyaT [55] 1 ciTkiBui
oKa muIen [56].

3a ymoBU Koekcmpecii a- i B-cybonu-
HUNb GOPMYIOTHCS TETEpOMEpHI TIIMUHOBI
peuentopu. CTexioMeTpisi TaKOro penenTopa
JIOBTO 3aluIaiacs CIipHOIO i HUHI 0CTaTOYHO
He BU3HaveHa. [[eBHuil yac 3araibHONPUHUHATOIO
Oyna xomOinanig 3a:2B [57]. binsw nizHimMu
JOCTIiDKEHHSIMH, 3 BUKOPUCTAHHSAM MYTaHTHUX
1 pagioaKTHBHO MIYE€HUX O- 1 B- cyOOnMHUIID,
OyJo mokaszaHo, 10 moeaHaHHs 20.:33 € Oinbn
iMoBipHUM [58]. Ha fioro KOpuCTh TaK0X CBIiJI-
4aTh JOCIIIN, BUKOHAHI i3 3aCTOCYBaHHSM CKaHY-
F0Y01 aTOMHO-CHJIOBOI MiKPOCKOIIii, B IKUX 0YJI0
MpoaHali30BaHO YHCIO CrenuiuHuX aHTUTIIN,
KOTpi 3B’s3aMCs 3 TJIIIHHOBUM PEIEITOPOM
[59]. OnHak B iHIIi# parlii, 6a30BaHiil Ha METO/I1
CTYMIHYACTOr0 (POTO3HEOAPBIICHHS MOOMHOKUX
MOJIEKYJI, OTPUMAHO i ATBEPI>KCHHS MTOETHAHHS
3a:2B [60].

Sk yxe BimMmiuanocs paHimie, OJHI€0 13
KJIIOYOBHUX BIACTUBOCTEH P-cyOommuumi € ii
3/IaTHICTH 3B’SI3yBaTHCS 3 OLIKOM TeepHHOM,
KOTpHUH BiamoBijgae 3a GopMyBaHHS KIacTepiB
rainuHoBux Ta aesikux [AMK-peunentopis y
CHHaNTUYHUX MeMOpaHax [61]. Lle — me oxHe
MiITBEPHKEHHS TOTO, [0 CHHATITHYHI TJIIIIMHOBI
peuenTopu € retepomepamu. Okpim ToTO, B-Cy0-
oJlMHHMIIs, a TouHIme 7T TM2-cerMeHT, BUCTyIIa€e
JEeTEePMiHAHTOM CTIHKOCTI JO MiIKPOTOKCHHY
[40, 43].

TakuM 4YMHOM, BCTAaHOBJICHO iCHYBaHHS 5
CyOOMHUIIB TIIIUHOBOTO PEIIETITOPa: YOTHPHOX
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o i oxHiel B, Mo MOXYTh (GOpPMYyBaTH SIK To-
MOMEpHi, TaK i reTepoMepHi penentopu. Take
PI3HOMaHITTS CyOOJAMHHUYHOTO CKIaNy Jae
3MOTY TJIILIHHOBUM peLenTopaM OpaTH y4acTb y
MTUPOKOMY CIIEKTPI POIIECiB, IO BiIOYBAIOTHCS
B HEpBOBIiH cucteMi xpebeTHHX. OCKIIBKH
pPi3HI MIATUNHU PEUENTOPiIB BiAPI3HAIOTHCA
¢$131070TIYHUMH XapaKTEPUCTHUKAMHU, MAaIOTh
BiIMIHHOCTI B JIOKaJi3alii, a piBHi iX ekcrpecii
3MIHIOIOTHCSI HE3aJIeKHO OAHUH BiJ OJHOTO Y
TIPOTIECi PO3BUTKY, BOHH MOXYTh 3a0€31eTyBaTH
BUCOKOC(QEKTHBHE (YHKIIIOHYBAaHHS CIHEIU-
¢iuHOT cHCTEeMH KOHTPOJII0O HEHPOHHHUX MEPEK
opraHismy.

linepniexcis
VYnepme rinepriekciro onucaB y 1878 p.
aMmepukaHcbkuil HeBpouior lxxopax bepn,
CIIOCTEpIralyu maimieHTa 31 CIiIbHOTH (paH-
KO-KaHaJCbKHUX JICHHUKIB. BiH Ha3BaB #oro
«ctpubarounm ¢pannyszom» (“jumping french-
men”)[62]. [Toganbmri JOCTiKEHHS TTOKa3alH,
10 TINEPIUICKCIsT — CTIAAKOBE 3aXBOPIOBAHHS, SIKE
(EHOTHIIOBO MPOSIBISIETHCS Yy BHUIJISAI CHIBHO
nepebinblIeHoi peaknii Ha HEOUiKyBaHi aKyc-
THYHI 1 TaKTWIBHI cTUMyJU [63]. TligBumenus
TOHYCY M’5131B, 1110 IIPU IIBOMY CIIOCTEPIraeThes,
MO’Ke TPU3BECTH 0 HEKOHTPOIHOBAHOTO MMa/IiH-
Hs 1 Hamany 3anyxu. KiracuuHwit Hamanm rimep-
IJIEKCIT CYIPOBOJAXKYETHCS 3aKMYyPIHOBAHHIM
OYel, MiIHIMaHHSIM BUTHYTHUX PYK HaJ TOJIOBOIO
Ta 3rUHAHHIM Wi, TyJlyOa, JiKTiB, CTErOH 1
koxin. Ilig wac Hamagy XxBOpi mepeOyBarmTh
y MOBHIH CBiTOMOCTi, IO a€ 3MOTY YiTKO
BiZpI3HSITH TIIEPINICKCito Ta emijerncio [64].
[Ipu4uHM UHOTO PIAKICHOTO CIAJIKOBOTO
3aXBOpIOBaHHs Oynau HeBigoMmi go 1993 p.,
TOAl BHepIie OyJI0 BCTAaHOBJIEHO MyTallito ol-
CcyO0OAMHUIII TIIIIUHOBOTO PeIenTopa, sika oyia
XapaKTepPHOIO JUIs MAIi€HTIB 13 BUIIEOTTHCAaHUMHU
cumntomamu [65]. HuHi moBemeHo, 1o rimep-
[JICKCis BUHUKA€E BHACJIIIOK MyTallill HE JIMIIE
GLRAI (xoya ypa)xeHHsS caMe IIbOTO IeHa
HallyacTille cTae MPUYMHOIO XBOpOOH), ane i
GLRB [66, 67] Ta SLC6AS5, 110 KOIY€ NpeCUHAI-
THYHUH TPAaHCTIOPTEP TIIIIHHY JPYTOro TUITY [68,
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69]. Oxpim TOTO, OYJIO BUSBIICHO, 110 MYyTallii
redepuHy Ta KoiibicTuHy, O1JIKiB, 1m0 3a0e3me-
YyIOTh KJIIACTEPU3AIlII0 MIIIITUHOBHUX PEIENTOPIB
y MIOCTCHHATIICI, TAKOXK MOXKYTb OYTH IPHUYHHOIO
rimepmekcii [70, 71].

MyTanii al-cy0oauHuIl MOKXHA MOIUIATH
Ha Kinbka rpyn. Jlo mepuroi BiAHOCATHCS
missense-MyTalii, B pe3yjibTaTi SKUX 3aMiHa
OJTHOTO HYKJICOTHAY MPU3BOIUTH J0 3aMiHH
aMIHOKHCIIOTH; 10 JAPYroi Ipynu HaxexaTh
nonsense-MyTalii, KOJM 3aMiHa HYKJICOTHIY
CIIPUYNHIOE OJOKYyBaHHSA CUHTE3y Oinka; 110
Tpethoi — deletion — BUMamiHHS 3HAYHUX JJIS-
HOK HYKJICOTHIHOT TOCJiTOBHOCTI. MyTalii Mo-
KYTh MaTH K pelleCUBHUH (O1IbIIICTD 13 HUX),
TaK i IOMiHaHTHHAW THII YCTIaIKyBaHHS. 3aJI€KHO
BiJ IOTO, BOHU (POPMYIOTH KiJbKa TPyH 3
JIOCHTB YITKO OKPECICHUMH XapaKTePUCTUKAMH
1 JAaI0Th MOXKJIMBICTH MepeadadaTu HACHiJIKU
KOHKPETHOI MyTauii.

Missense-MyTailii rIiIHHOBOTO pelenTopa
MalTh SIK ayTOCOMHUH JOMIHAaHTHHH, TaK i
perecuBHUM XapakTep. BimbIIicTh JOCTIIKEHB
MiATBEPIKYIOTh BHCOKY CKOHIIEHTPOBAHICTH
nporo tTuny myranii y TM2 al-cybonuaumi
— IpPH OBOMY KiJBKiCTh €KCHPECOBAHUX Ha
MOBEPXHI KIITUHU TIINUHOBUX PELENTOPIB
HE 3MEHIIYETHCS, OJHAK CIHOCTEPIraeThcH
MOpPYIICHHS iX poOOTH — HECTaOUTLHICTh 3aK-
PUTOTO CTaHy KaHaly, 3HWKEHHsS 4yTJIHUBOCTI
no rainuHy. Nonsense-myTanii Ta genenii
GOopMyIOTH TPYNy ayTOCOMHHX PELeCUBHUX
MyTalil i CIPUYNHIOIOTH 3HWKECHHS KUIBKOCTI
TITIIAHOBUX PEIENTOPiB HA MOBEPXHI KIITHHH,
OJTHAK BapTO MiAKPECIUTH, IO HOPMaIbHUI
JOMIHAHTHUH aJieNib 3JaTHUH YaCTKOBO II€
KOMIIGHCYBAaTH, OKPIM TOTO, I[el THUIl MyTalii
HE Ma€ MepPeBaKHOT0 MicIs JoKari3arii [72].

PosrisgHeMo 01abll JEeTAIbHO MEXaHI3MHU,
3a SKkUMH MyTanii ol-cyOonMHUIII MOXYTh
CIIPUYMNHIOBATH MOPYIIECHHS TIIIHHEPTIdHOL
nepenaui. Hacammnepen 11e ClioHTaHHA aKTUB-
HICTB TJIIIIMHOBUX PELIETITOPIB, 1110 € HACIIIKOM
ayTOCOMHO JOMIHAaHTHHUX missense-MyTamin
(Y128C[73],Q226E, V280M, R414H [74]). 3a-
MiHa amiHokucioTu Q Ha E y moxyci 226, po3mi-
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meHoMy Ha BepxiBili TM1-10MeHy NpU3BOIUTH
IO MiJICUJICHHS €JICKTPOCTATUYHOI B3aeMOMil
i3 R271, na BepxiBui TM2-nomeHny cycigHboi
cyOoauHUII 1, K HACIHIIOK, 301IbIIEHHS TPO-
CBITY 3aKpHUTOTO cTaHy KaHamy [75]. Myraris
V280M, 1o po3mimyerbest y TM2-TM3-netni,
MNPU3BOJUTH JIO MiJBUINCHHS YYTJIUBOCTI J0
TIIIUHY Ta CIIOHTAHHOT aKTHBAaIllii KaHamy,
IMOBIpHO, BHACHiJIOK KOH(OpMaALiHHUX 3MiH
TM-n0MeHiB, SKi YMOXKIIHBIIOIOTE BiJadeHHS
TM2 Bix ieHTpY KaHAITY 1 301IBIIIEHHS MPOCBITY
KaHaJTy HEaKTHBOBAHOTO perenrtopa [75]. 3a-
MiHu Y 128C, 1m0 BXOAHUTH JIO CKJIAJY OJIHOTO
3 B-nMHUCTKIB 30BHIIIHBOTO noMeHY, i R414H
(TM4-10MeH) CIpHUYMHIOWTH Hecrnenudiuni
CTPYKTYpHI 3MiHU. BOHUM BiAmoBimamTh 3a
CIIOHTaHHY aKTHBHICTH TIIITHHOBOTO pEIenTopa
[66], sika TPU3BOAKUTH IO TOIO, 110 10HU XJIOPY,
MOCTIHHO HaAXOJAYH JI0 KJIITUHH, 3MIIIYIOTh
CBifl piBHOBaXXHUU MoTeHUial y Oik Oinpmr
MO3UTUBHUX 3HA4YEHb, & OTXKE, 3HUKYETHCA
aMIUTITy]a CTPyMY Ta €peKTHBHICTh TaTbMiBHOI
rainuHepridaoi mepenadi. HactynmHuil kxpok
PO3BHUTKY IATOJIOT] y IIbOMY pa3i — hopMyBaHHS
XpOHIUYHOT Jemonsipu3aiii Ta MiABUNICHHS
YaCTOTHU IreHepallii MoTeHIialiB dii.

Jo MexaHi3MmiB (OpMyBaHHS Trilepruiek-
CHYHOTO (PEHOTHITY TaKOXK BiJHOCATHCS IMOPY-
MEeHHS BIIKPUBAHHS KaHANy TJIIMHHOBOTO
pementopa. R271Q ta R271L, po3ramoBa-
Hi Ha 30BHIMIHBOKIITHHHOMY KiHni TM2-
JOMEHY, € HalUOIIbII YacTUMH Ta HAHOLIbII
BUBYCHUMH TINEPIIIEKCUIHUMHU MYTaIlisIMU.
BoHu yciaikoByIOTBCS ayTOCOMHO JIOMiHAHTHO
[65, 77-79]. L1i MmyTaItii He 3MIHIOIOTH KiJTbKiCTh
TIIIUHOBUX PEENTOPIB HAa TTOBEPXHI KIITHHU,
OJIHaK CHJILHO BIUJIMBAIOTh Ha iX YyTJIUBICTH
IO TJIIIUHY Ta NPOBigHICTH KaHamiB [81, 82,
90]. BiporinHo, 3HM)XEHHS MPOBiHOCTI Ka-
HaJiB TOB’s3aHE 31 3HUKHEHHSM MO3UTHBHO
3apsOKEHOT0 3alHINKy, Ipu 3aMmidi R271 Ha
Q, uu L, a oTKe, MOPYIICHHSAM 3JJaTHOCTI IIOPH
HAKOIMMYyBaTH HEraTUBHO 3apsiKeH] 10HU XJI0-
py [72, 83]. Okpim TOTO, BaXKIIMBE 3HAYCHHS M€
nokamnizamis R271 — mopsyg i3 TM2-TM3-net-
JIet0, SiIKa BiAIrpae KI0U0BY POJIb y BIIKPUBAaHHI
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KaHay, 3a0e3leuyoun nepeaaBaHHsl CHTHATY
Bil calTy 3B’sA3yBaHHS TIILMHY N0 CaWTy,
Bi/IMIOBiTaIbHOTO 32 Oe310CepeIHE BiAKPUBAHHS
kaHaty. iMoBipHO, iHmi MyTaii, nokamizosani
B 1iit metai (K276E/Q ta Y279C/S), niroTh 3a
TakuM caMuM MexaHizmoM [81, 84, 85]. [leBny
POJIb y IOPYIIICHHI BiIKPUBAHHS TIIIIIHHOBOTO Ka-
HaJy MOXYTb BigirpaBatu taki myTtanii: Q266H
[86], T2651, S267N [66, 87], V260M [88].

[IpumBuAIIeHHS MeCEHCUTH3AIIT TIIiIHN-
HOBUX PELENTOPIB TAKOX MOXE BILUIMBATH Ha
dbopMyBaHHS TINEPIVIEKCUIHOTO (EHOTHTTY.
[Tokazano, mo mytanis P250T (y TM1-TM2-
netni) [89] cupuunHioe HECTAOUIBHICTD BiJ-
KPUTOTO CTaHy KaHaly i, IK HaCIiAOK, IBUAKY
neceHcuTH3amio penentopa [90]. MyTamis
P230S (TM1-gomeH), OKpiM TMPHUCKOPEHHS
J€CeHCUTH3Alli1, TPU3BOJUTH J0 3HIKCHHSI aM-
IUTITYIM CTPYMY Ta Yy TIUBOCTI 10 TmiuHy [73].

Sk yxe 3a3Havanocs BUILE, CAHANTHYHI
o1 -rnirHOBI petienTopu (OPMYIOTh TETEPOMEpH 13
-cybonunmMIIETO, 110 320e3Meuye X KITacTepru3aliiro
Ta MeMOpaHHe «3askoproBaHHs». Lle nano 3mory
MPUITYCTUTH, IO MyTaIii f-cyOOIUHMIII MOXKYTh
OyTH TEBHOIO MipOI0 MPUYETHUMH JI0 PO3BUTKY
rinepmiekcii. 3apeecTpoBaHO OAHY ayTOCOMHY
nominanTtHy mytanilo Y470C [66] ta 3HauHy
KiJTBKICTh ayTOCOMHUX PEIECHUBHHUX MYTallii.
binpmricts 3 HUX (Hampukiaang E24X, R50X,
M177R, G229D) po3miiiieHi y 30BHIIIHBO KJIITHH-
HOMY fioMeHi GLRB, oiHak TpaHCMeMOpaHHi JloMe-
Hu (S321F) Ta TM2-TM3-nietist (W310C, R450X)
TaKOXK MOXYTh MICTUTH TNEPIUIEKCUYHI MyTaIlil.
l'ooBHMMH HacHiAKaMu 3raflaHuX aMiHOKHCIIOT-
HUX 3aMiH y 3-CyOOIMHUIII € TIOPYIIICHHSI MEMOpaH-
HOT eKcrpecii reTepoMepHHX TIIIMHOBHUX pelier-
TOpiB a00 3HIKEHHS YyTIMBOCTI peuenTopa J1o0
aronicra [66, 67]. Takox Oyo BusiBiieHO oJHY de
novo-myTauito L285R, sika NpoBOKye CLIOHTaHHY
AKTHBHICTh KaHAJTY TP eKCTIPecii i3 HOpMalbHUMH
o1 -cyOOTMHUIIIMY TIIIITHOBOTO perenTopa [66].
Lei#t aMiHOKHCIOTHHI 3aJIMIIIOK PO3TAIIOBYETHCS
B no3utii 9° TM2-nomeny [12] i siBisie o000
KOHCEpBAaTUBHUH TigpodoOHUI JeHINH, 3aMiHa
SIKOTO TMOPYIIYE CTAa0iIbHICTh 3aKPUTOTO CTaHy
KaHay.
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Tpetsi, HaliOinbmI MOMHKpPEHa MPUYUHA
rinmepruiekcii — myranii Na*/Cl—-3anexnoro
tpancnoprepa raiuuny (GlyT2), xorpuit 3a-
Oe3meuye HAaKONMYEHHs HellpoTpaHcMiTepa
B MPECUHANTUYHOMY 3akKiHYeHHi. Myramii
TpaHCIOPTEpa 3arajoM YHEMOXJIUBIIOWTh
e(eKTUBHY THIIUHEPTIUHY NIepeiady BHACHIIO0K
3HIUJKCHHSI KOHIIEHTpauii HeiipoMeaiaTopa y
npecuHanTUYHOMY 3aKiHueHHi. OKpiM TOrO,
Oyno 3adikcoBaHO MyTalii, M0 MarTh OLTBII
cnenudidHUE MexaHI3M peanizamii. 3amiHa
Y 337X cupuunnioe pospizanas GlyT2 y micmi
MmeBHOT aMiHOKHUCIOTHOI MOCHiZOBHOCTI 1,
BI/IMOBIAHO, TIOBHY BiJICYTHICTh (DYHKI1OHAJb-
HUX TPAaHCIOPTEPIiB y MPECUHANTHYHIH MeMO-
pani [91]. [Jns 6inkiB i3 3aminamu E248K Tta
S5131 xapakTepHe HOpMaJdbHE MeMOpaHHE
BOY/JIOBYBaHHS, OJJHAaK 3MEHIICHHS CIIOpPiHE-
HOCTI J1o rninuHy Ta Na® BignoBigHO; MyTallis
A257T 3HMXKY€E CIIOPIAHEHICTD 5K OO TIIIUHY,
tak 1 1o Na'; Y656H Tta G657A BILIMBAIOTH
Ha KaTiOH-T B3a€EMOJil BCepeauHi OinKoBOi
MOJICKYJIH, 3MiHIOI0YH i1 KoHpopMaIriro [92].

TakuM 4WHOM, TinmepIuieKcis sBisge co00ro
JIOCUTB PiJIKICHE HEHPOJIOTIYHE 3aXBOPIOBAHHS,
BUKJIMKaHE MyTallisSIMU ['€HiB, 1110 KOAYIOTb O1TKH
rainuHepriyHoi cucrtemu: ol-ta B-cyOboquHuIL
TIIIUHOBOTO PELENTOpa, MPECUHANTUYHOTO
TpaHCHOpTepa INIINKMHY Ta MOCTCUHANTHYHUX
«3asgKOPIOIOYHMX» MPOTEiHIB redepuHy Ta Ko-
nidicruny. Huni HaliOinem edexTUBHUHN 3a-
ci® Tepamnii rinmepmniekcii — KJIOHO3emam, M0
3a0e3neuye noreHmianiro 'AMK-penenTopis.
Axrusizanis AMKepriunoi cuctemu rainpbmy-
BaHHSI KOMIICHCY€E MOPYIICHHS POOOTH TJIi-
NUHEePrigHoi, OJHAK HE MOJXE MOBHICTIO ii
3aMiHUTH. JJOCIiKCHHSI TeHETUKH T1IepIUIeKCii
CIPSIMOBaHI Ha po3poOKy OinblI crienu(iaHUX
Ta eeKTUBHHUX 3ac00iB JiKyBaHHS IOTO
3aXBOPIOBaHHS.

BUCHOBKHA

['minmHOBM penenTop, M0 BiTHOCUTHCS A0 PO-
JIHHY [TAC-TIETETLHUX 10HOTPOITHUX PEIIETITOPIB,
€ KJIFOYOBUM €JIEMEHTOM CHCTEMH 1HT101TOPHOTO
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KOHTPOJIIO MOTOPHUX HEHPOHIB, 10 3a0e31edye
BUKOHAHHS CKJIaJHHUX 1 TOYHHUX PYXIiB.

I'minuHOBI perenTopu MawTh JOCUTH Pi3-
HOMaHITHUH CyOONMHUYHUN CKJIaJ, IO Ja€
iM 3MoOTy OpaTh y9acTh y ITUPOKOMY CIIEKTPi
¢izionoriyaux npouecis. al- ta B-CyOoauHuiri
TIIIITHOBOTO pelenTopa BiirpaloTh NPOBiAHY
poiib y GOpMyBaHHI CHCTEMH HIBUIKOTO FaJIbMY -
BaHHSI.

lNimeprtekciss — HeWposOTiuHE 3aXBOPIO-
BAaHHA, IO XapaKTePHU3YETHCS MOPYLIICHHIM
poOOTH THINUHEPTIYHOT CUCTEMH 1 MPOSB-
JNSETHCS y BUTIAAI HEKOHTPOJIbOBAHHUX PYy-
XiB y BiANOBiAb Ha HEOYiIKyBaHi CTUMYJH.
Binpuicts 3apikcoBaHUX BUITAJIKIB rinepruiekcii
CTIPUYUHEH]1 aMiHOKUCIOTHUMH 3aMiHaMH, abo
MOBHHUM BHITAIHHAM MEBHUX ITOCIITOBHOCTEN
y al-, B-cyboaunuusx peuenropa uu Na*/Cl-
-3aJIe)KHOMY BE3HMKYJSIPHOMY TpaHCHOpTepi
IIIOUHY, U0 YHEMOXKIHUBIIOIOTH e(h)eKTUBHE
(yHKIIOHYBaHHS IUX O1JIKIB.

I'. B. Maneesa, II. /I. Bpe:xxecroBckuii

IIMIIUHOBBINA PEIENITOP: MOJIEKYJISP-
HAS OPTAHU3BALIAA U ITATOJOI'UA

I'MUIMHOBBINA PELENTOp SBISETCS aHUOH-CEICKTHBHBIM
KaHaJIoM, 00eCreYrBaOIIMM OBICTPYI0 CHHANTHYECKYIO
nepesauy B LEHTPAJIbHOW HEPBHOM CHCTEME MO3BOHOYHBIX.
BMecTe ¢ aleTHIXOJMHOBBIM HHUKOTHHOBBIM, TaMMa-
amunOoMacisHeM (AMK , ) u cepoTormHOBEM (5-HT;R), o
HPUHAUISKUT K CEMEHCTBY IMC-TIETEIBHbBIX MEHTAMEPHBIX
MOHOTPOIIHBIX PeLenTopoB. B 0630pe oToOparkena odiuas kap-
THHa, C)OPMHUPOBAHHASI MHOTOJIETHUMH HCCIIEIOBAHHUSMH, 110~
CBSIILICHHBIMU IIMIIMHOBOMY perienitopy. [TokaszaHa CTpyKTypa
U 0COOCHHOCTH CYOBEIMHUYHON OpraHM3aliK PEeLenTopa,
PacCMOTPEHBI BO3MOIKHBIC NMPUYUHBI THIEPIICKCUU —
HepoJIornuecKoro 3a001eBaHus, CBI3aHHOTO C AUCHYHKIHUEH
[JIMILMHOBOTO PELENTOopa.

KiroueBble ClIOBa: CHHANITHYECKAs IIepe/1aya; LHC-IeTEIbHBIC
PELIENTOPbI; aHMOH-CEJIEKTUBHBIC KaHAIIbI;, TUIICPIICKCHUSL.

Maleeva G., Bregestovski P.

GLYCINE RECEPTOR: MOLECULAR ORGA-
NIZATION AND PATHOLOGY

Glycine receptor is the anion-selective channel, providing fast
synaptic transmission in the central nervous system of verte-
brates. Together with the nicotinic acetylcholine, GABA and
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serotonin (5-HT;R) receptors, it belongs to the superfamily
of pentameric cys-loop receptors. In this review we briefly
describe main functions of these transmembrane proteins,
their distribution and molecular architecture. Special atten-
tion is paid to recent studies on the molecular physiology of
these receptors, as well as on presenting of molecular domains
responsible for their dysfunction.

Key words: cys-loop receptors; anion-selective channels;
hyperekplexia; inhibitory synaptic transmission.
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