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Oy3blabICTapAbl eMAeyAiH >KaHa HbICaHbI

Tyaeyxanos C.T. !, 3unyenxo B.I1. 2 Tycynbekosa I'.A. 3, Kaiipar B.K. 4,

MaaunbGaesa A.E. 5, Opaszosa C.b. 6, Paxum>kanosa XK.A. 7

1KP ¥T'A axagemuri, buodusnka, GuomeniHa 5KoHe HeMPOFBIABIM KadeapachIHbIH ITpodeccopsl,
Oa-Papabdbu ateiHAarsl Kasak yaATThIK yHUBepcuTeTi, AamaTel, Kasakcran

2 TIpodeccop, Kaerkaimiaik curnaamaanms seprxaHachiHBIH MeHrepyici, Peceit Frrapim AxamaeMusicer
Kaetka onodusnkace mHCTUTYTHI, [Tynno, Mackey 00abichl, Peceit

3 buodusnxa, OuoMeanIIHA KoHe HEM POFBLABIM Kade pachiHbIH AolLleHTi, ©4-Papadbu aTeiHAarsl Kaszak
YATTHIK YHUBepcuteTi, Aamatsl, Kasakcran

4bnodusnxa, OoMeAnIIHA JKoHe HE POFBLABIM KadepachIHBIH aFa OKBITYIIBICH, OA-Papabu aTbIHAAFEI
Kasak yaTreiK ynusepcuteti, AamaTsl, Kasakcran

5 JloxropanTt, ©a-Papabu aTeiHaarel Kaszak yATThIK yHUBepcuTeTi, Aamatsl, Kasakcran

¢ buorexnoaorus xadeApachIHBIH ara OKBITYIIBICH, O4-Papadu ateiHaarel Kasak yATTHIK YHUBEPCUTETI,
Aamarsl, Kazakcran

7 Kaasintel ¢pusnoaorus kadeapachlHbIH Ipodeccopsl, AcraHa MeAuIHa YHUBEPCUTET],

Acrana, Kazakcran

Tyiingeme

Kaanit xanaspgapel Oacka KaHasjzapMeH KaTap 9SIMAENCUSAAFBl HepPOHHbIH,
KOSFBIIITHIFBIH KaABIIITACTBIpyFa KaTbicadbl, Oipak o4apAblH peai ic KysiHae
seprreamereH. JKylike >KylieciHAe TeXXerill KaAuil KaHaAAapbIHBIH PeAi >xui
OarasaHOariabl, ceOebi oaapra KapamariblM, MHTYWTUBTI (PYHKIVSHBL OpBIHAQY
KMBIHFa coraAbl. OaapAblH AeT0OASpU3aIUAANTHH KaHaAAapAaH aiibIpMAaIllbLALIFbI
9peKeT IIOTeHLIMAABIHBIH IIaiiga OOAybIMEH, OgaH api OYAIILIK eTKe DAeKTp
CUTHAABIHBIH OepilyiMeH >XeHe OHBIH JKMBIPHIAYBIMEH cHUIlaTTadalbl. /ereHMeH,
Kasip4iH e3iHAge KaAmui KaHaaAapbl MI >KoHe 9pOip HelpoHAApABIH KBI3MeTiHiH
KaTBICATBIHBL aHBIK, JKoHE OJapAblH y4ecTepi SHMAeINCus CUSIKTHI TOTeHIIe
KarjariaapAsl 3epTrey KesdiHAe epekiie OarikasaAbl ITorennuaara cesimraa Kv7.2/3
KaHa/AJaphl HeIIPOHHBIH THIHBLIIITEIK ITOTEHIIMAABIH PETTENTIH OeaceHAipiaMeiTiH

Kaauii M-TorelH KaMramachls eredi. Bya aerenmimis, Kv7.2/3 xaHaaaapsHBIH €3i
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akcoHJa OeaceHgeHin opHadacKaH. Olap akCOHHAH DAEKTP paspaATapbH ©TKi3yiHe

acep erTeai, COHBIMeH KaTap, OyaA KaHaaJapablH OeaceHaiziri  opeker
IIOTEHIMaAAAPBIHBIH CAaHBIH DacKapabl.

K* xaHaagapbHBIH apaceiHAa Kv7 xanaagaprr epekie, ceb6ebi 6ec kaHaaJap TUIT
TapMarbIHbIH iIIiHAET] TOpTeyi ajaM aypyBIHBIH 4aMYbIHAA SKaKChI Ky>KaTTaAraH pea
atkapaasl. Oaap >KypeKk IleH >Kyiike O>KyileciHge opTypai (PU3MOAOIMIABIK
dyHKIMsIAApABI  OPBIHJAYEL, OJapAbl IIOTEHIMAAABl Oackapy KacuerrepiMmeH
tycinaipyre 60aaast. Kv7 xanaazaps! ¢papMaKoAOTUsIABIK MOAYASILIMSIFA Ad >Kayall
Oepeai, aa HeNMPOHABIK KOSFBITBHIKTBL PETTENTIH CUHTETMKAABIK KaHaa
aKTuBaToOpAap MeH OA0KaTopAapsl, KAoHAAY KoMeriMen Kv7 kaHaagaps! arsramait
TyphiI narija 6oaraH. Ocel 11oayaa 6i3 coHFBI >Kblajapaarsl Kv7 kanaagapAbiy

SKaAIlBl CUIIaTTaMachlH, allbldy TapuxbiH, Kv7 cy0bipaikrepiHiH KypbBLABIMBIH,

KaABIIITHI >KoHe ITaTOAOIM 1 )Kafﬂ,aﬁ[blHAanI CI)I/ISI/IOAOFI/UICBIH TaAKbIAaIV/IMLIS.

TyitiH ce3aep: »Huaencus, KaaAuil KaHaljapbl, aKCOH, AeIOAIpM3alii,

Pocparnanannosnroa-4,5-6ucPocdar, KaaAbMOAYANH, CUHATIC, PETUTAONH.

1. Kipicmie

ITorennuaaapl OacKapblAaThIH KaAUI KaHaljaphl
Kv7 smmaenTtoreHai TemMeH ITeKTi IIOTeHITUAAFa ToyeAll,
Heri3iHeH TUIIIIOKAMIITHIH KO3ABIPFBIII IMPaMUAAABIK
HelPOHAAPBIHBIH aKCOHBIHBIH OacTallKbl CeTMeHTiHAe
OpHaJlacKaH KaAull KaHaaAapbl OOABII TaOBLAAABIL.
Oaapap akTUBTeHyi Ke3iHAe, HeIPOHHBIH THIHBIIITHIK,
norteHIaAbH 8 MB >korapslaaiiabl. Kanaaaap mmamMamen
100 Mc yak®HIT apaabIFbIHAa Oasy icke KOCbhLAaAbl >KoHe
emripiaeai. Ocplaariina, Kv7 HelpOHAApPAbIH
KOSFBIIITHIFLIH TeXeligi KoHe HeMpPOHAApPAbIH KO3FaH
KyJire aypicybiH Oakplaaiiael. Kanaagap 1-5 (KCNQ 1-5)
HelpOoHJAapAarbl, OYAIIBIKeTTepJeri >KoHe CeHCOPABIK
KJAeTKaJaFbl KOSFBIIITBIKTLIH MaHBI3ABI peTTeyIriaepi
604pm TabbLaaTEIH Kv7.1-Kv7.5 KaHaaAapbIH KOATaAbL.
bapapix Kv7 cy0O0ipaikrepinge aATbI
TpaHcMeMOpaHaablK, cermMeHT Oap. S51-54 xepheyre
cesiMTaa AoMeHAI KypaiiAbl, aa S4 Herisri kepHey
Ooapmr  TabbLaagpl. K+

CEHCOPBI VIOHAAPbIHbIH

CeAeKTUBTIAITi YIITiH MaHbI3ABI TUKAL S5-56-4aH TypaAbl.
2. Marepuaaaap MeH aaicrep
OgebuerTepai Xyleai Typae i3Jey >KYMbICTaphI

Kv7 xaamin kanHaadapoibl (KCNQ) Moaekyaaablk,

(PYHKIMOHAAABIK >KdHe KAMHUKAABIK acleKTidepiH,

Kakna Tept 56 cerMeHTiHiH KMBIABICYBIHAH Haliga

b6oaaapl.  AJenoaspusanus  KesiHge  S4  Herisri
KaAABIKTapbIHAAFBl DAEKTP ©Pici OHBIH TPaHCAAIMAADIK,
alfHaAybIHa >KoHe CBIPTKa >KBLAXKYBIHA BIKIIaA eTeai, 6ya
KaKIIaHbIH allblAyblHa aAbll Keaedi. bapamix Kv7
KaHaJJapblHa I11a3MaablK MeMOpaHaJarel KaHaAAbI allly
yuin ¢pocharngnantosuroa-4,5-6uchocdarrsr (PIP 2)
KaxxeT ereai >xoHe PIP 2 kepHeyre cesiMTaa aoMeHAi
Kv7.1 soMeHiMeH Oali1aHBICTHIpaABI Aell 60 KaHaAbI [1-
3]. 9pobip Kv7 cyOOipairinge kpicka KaeTkairmiaik N-
TepMMHAA AOMEHi >KoHe TepT cCIupaadbAaH TYpPaTbiH
Y3BIH KAeTKainriaik C-TepMmMHaA KyMpbIFbIHAH TYpaabl.
A xoHe B crnmpaabgapnl kxaabmogyaunmen (CaM)
Gaitaannicagpl, aa C-D cnmpaabgapnr cyO0ipaikrepain
>KMHaAybIHa acep ereai[4].

Maxcamui: Kv7 KaHaAAapAbIH SKAAIIBI
cuIlaTTaMachll, amblay TapuxbiH, Kv7 cyb0ipaikTepiniy
MaTOAOTNS

KYPbLABIMBIH, KaABIIIThI JKoHe

>KafalibIHAAFB! PU3NMOAOTMACHH TaAKbLAAY.

0AapAbIH HEeVPOHABIK KOB3FBIIITHIFbI SKOHEe

SHMACTICUAAAFBl POAIH KaMTUTBIH €H ©3€eKTi >KoHe

Oeaeaai Aepexkesepai aHBIKTAy MakKcaTblHAA
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Xyprisiaai. Isaey sxymsictapst PubMed / MEDLINE,
Scopus, Web of Science (Core Collection) >xone Google
Scholar

OazaaapbIHAA Ky3ere achIPbLAADL

CUAKTBI 94€MAIK >KeTeKIIli FBLABIMU JAepeKTep

Kv7-kaHaasapbIHBIH ~MeXaHU3MJepiHe, 0OJAapAbIH

MOAYASLVSCHHA >KoHe KOTHUTMBTI (PyHKUMIAapMeH
OallaaHbIChIHA ©3eKTiAiriH

KaTBICTBI  JepeKTepain

KaMTaMachI3 eTy VIIiH Herisri Hazap coHfbl 10 >Xblaga

(2015-2025 >xK.) >KapusAaHFaH >KapUsaAbIMAapFa Hasap
ayJapblaAbl.
Ipikrearen aepekkesdep Kv7 kaHaagapbIHbBIH
A0KaAM3anusICchl (aKCOHHBIH OacTankpl cerMeHTi, PaHBbe
TyliHAepi), (PIP2,

MycKapMHAi perienitopaap), kaHaaonatusaaap (BFNE, EE)

MOAY ALV MeXaHU3MAepi

JKoHe  KaHaaJapAblH  HeMpPOHABIK  OeAceHAiAiKTiH

TOMeOCTa3bIHAA¥FbI >KoHe CMHAIICTBIK ITAaCTKaAarbl pe/li

Typaabl AepeKTepAi aay YIIiH CBIHU TaaAayAaH OTKi31aAl.

Kv7 waauii xanardapol: HeupoHovlK KO3ZOUUMbIKML pemmeydit, MOAEKYAADIK MeXaHUusMOepi xKaHe

0AapObLH, INUAENCUAIAZDL POAL

Heitpongapaa Kv7 kanaagapsr mamamen -60 mMB

IIeKTi TOoTeHIMaAdapJa alllblladbl >KoHe JpeKeT
noreHnnaajapsiHely, (OI1) KaiiTasama MMIIyAbCTapbIH
Te>kelTiH, K* chIpTKpl TOKTaphiH mbiFapadbl. OaapAbiH
HeIPOHABIK, KOSFBIIITHIKTHI TeXKeyaeri (PyHKIMOHAaAABIK
MaHBbI3 AbLABIFBI 0AapAbIH, cy0bipaikrepinaeri
MyTanusAap SHUAENCUIHBL TyAblpaabl, aa Kv7 aronmcri
peTurabuH aKTMBaTOPBI KeMiprilliTep MeH agaMAapAarbl
SINACTICUSABIK ycTaMaaapApbl Te>XKeNTiHAiriMeH
epekileaeHeai. Kv7 KaHaagapbIHBIH aKTHBaTOpAaphl,
aTal  aliTKaHAa peruraOMH, ycTamasdapra Kapchl
Ipenapar peTiHge MegulMHaja KOAJaHblla OacTaAbl.
DnuaencusHelH Keibip tunrtepin  Kv7 KaHaABIHBIH
AncdyHKUMACHIHA JKaTKbI3yFa 604aApl, 6ipak peTuradbux
eki ~ ceDerm  OoifbIHIIa  IIBIFY  Teri  apTypai
snnAenTudopMAsl paspsaaTapAbl asaita aaaasr [5-8].
bipinmigen, Kv7 xaHaabHBIH KepHeyiH OeaceHAIpy,
KAeTKaHbIH  TBHIHBIIITBHIK IIOTEHIIMaAblHAA KOIITereH
KaHaAJapBIHBIH alllbIAFaHBIH Oiagipeai >xoHe Oya Oip
yaKbITTa TBHIHBIIITHIK MeMOpaHacBhIHBIH OTKIi3TiIITiriH
apTTBIpa/bl JKoHe HelIpoHJAapAbl
TUIePIOAAPU3aINAAANABl, OCbLAANINA KOSFBIIITHIKTEI
ToMeHaelai. Exinmmigen, aenoaspusaums — KesiHae
HeMece opeKeT IIOTeHIIMaAblHAaH KeliH KaHaajapAblH
alllbIAYBl, KaliTa OeaceHAipyai Oacyaa, Kv7 TokTrapbIHBIH
TabMFM TUIMALAITiH apTTEIpaas! [9].

IImpammnaaaslk HelpoHAApda AUTUAPOXAOPHUS,
10,10-6mc(4-nmupraAnHNAMETNA)-9
(XE991)

KaHaaAapbH 010KTay Kedinge Ol KMBIHBIH TyABIPaAbL.

(10H)-anTpanenon
VMHITIOUTOPBI Kv7 KaHaA/apbIHbIH

Kv7  xanmaagapws PpocPatnamannosnToa-4,5-

bucpocpar (PIP  2) KabizeTiMeH

CoHABIKTaH PIP2

Geacenaipy
epeKIleaeHel. AEHTeliHiH

aKTMBaTOpAapbl MeH I/IHFI/I6I/ITOpA apbl MU Aarbl

IMIepKo3y IpoLecTepiH PpeTTeNlTiH MOoTeHIMaAAbl

$apMaKoAOTUAABIK ~ KOCBIABICTAp ~ 0OAYBI ~ MYMKiH.
Kaamsr, PIP2 aenrernti gocpoanmnasa C (PLC) xane
Pochonnozntna-3-kunaza (PI3K) axrmsrizirine >xoHe
ramma-pocdarnanannosuroa-4-pocdar-5-1 TUITI
(PI5K1C)

ManspI3abichl, Taliga 0OoAraH >KaHa gdaeadep Kv7

KIHa3a ¢Jpepmenrrine 0ayl1aHBICTHL.
KaHaaJapbl OeaceHAidikke Toayeadi HEMPOHABIK iITIKi
KOSFBIIITHIK IIeH CMHAIICTBIK KYILITiH TypaKThl e3repyiHe
BIKIIaA €Tyl MYMKiH eKeHiH KepceTei, OYA OKBITY MeH

ecTe caKTayAblH Herisi 0oabln caHaaaab! [10-12].

Kv7 HeIPOHABIK, KaHaa/4apbl
MHaKTUBALMIAaHOAMTHIH KaAMyl TOTBIHBIH HeriziHge M-
TOK JeIl aTaJaTblH KepHeyre Tayeaai. Epekiie
curatTaMaJapbiHa — OaiiaaHbicTel  Kv7  xanaagaps
HeMpOHAApPABIH ~ KOBFBIIITBIFBIH  Oackapadpl.  Kv7
KaHaaJapbl ~ dpeKeT  IOTeHIIMaABIHBIH  TapaAybIH

6aknraaitaet [13]. Kv7 kanaagaper oaapast Oacka KepHeyi

Hap Kaaumit KaHaJJaphIHaH a>KbIpaTaThIH
curaTtTamMajapsl 0ap CHIPTKBI KaAMil TOTBIH IIBIFapaJbl.
Kv7  wmerponaplk, — cy0Oipaikrepi

OpTaAbIK JKoHe

repuQepusIAbIK KYIIKe XylieciHae KeHiHeH
DKCIIpeccusAaHaabl, MyHAa OAapAblH TYPaKThl CLIPTKBI
TY3eTKIlll TOTbl HelpOoHJAap YIIiH "TeXKerim' KbhI3MeTiH
aTKapaasl. M-TOKTBIH OipIlamMa epeKIile cuIaTTaMachl 041
aHbIKTaAFaH XarjalldapaH TybIHAAMAbL ATall aliTKaHAa,
ekeyi ge Gqg-mMen 0alidaHBICKaH perjenropaap -

MyCKapMH/ZIK alleTMAXOAMH penenTtopaapsl, (M1 >xsHe
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M3) Oeacenaipiaren ke3ge, M-TOKTBIH KyIITi TeXkeayi

OpPBIH  aZaabl, ©OyA  KOSFBIIITHIKTBIH  yaKbITIIA
>KOFapblAaybIHa oKededi. M-TOKThIH Texxeayi OlI mierin
TOMeHeTeTiHi, MOCTAETIOASPU3AIMHBI

JKOFapblAaTaTBIHBL ~ >KOHE  aKCOHABIK  THIHBIIITHIK
MOTEeHIIMaAbIH AEeNOASPpU3alUAAaNTBIHBL KOpPCeTiATeH.
Conrpl  Oipremre >xpaga Gqg/ll-men OaliaaHBICTHI
KOIITETeH pelenTopaapAbly OeaceHAipidyl KaHaAABI
TEKeWTiHi aHbIKTaAAsI [14-17].

M-TOKTBEI ®KCIIpeccHsiAaiiThIH HelpoHAap TUIIIH
JKoHe KaHaljap MeAUaTOpBH UAeHTU(PUKAIVACBIHAQ,
0aKaHbBIH CUMIIATUKAABIK TaHTAMsAAApbIHAA M-TOKTBIH
aAfrallIKbl allbLAysl ceberr 6044b1. AaaiiZa MOAEKYAaAbIK,

COVIKECTIKTi aHBIKTay YIIIiH SKMbIPMa >KbLAFa XKYbIK yaKbIT

kaxer 6oaapr. Kv7 xamaapm M-tok cy0O0ipaikrepi

peTiHge aHBIKTayfa apHaAfaH yaKbIT — apaAbIFbl,

KAOHJaAfaH  KaHaajapawpl  Xepriaikti ~ M-Tokmen
OarlaaHBICTEIpYFa KadizeTTi, KOAXeTiMAl KypaajapAbIH
6oaMaysiMeH OariaaHBICTBI 004aBI. OCBI >KaHaABIKTaH
keifin  Kv7 kaHaagap KellleHiH MoAyAsnuslayFa
KaTbICAaTBIH KOIITETeH acIleKTizep TaOBLAABL Azalija,
©3iHiH OYKia MMAarbl aliKbIH DKCIIPecCUsIAbIK KacueTi
ecebineH M-TOK HelipoIlAacTHKaABIK LISy peAi >KoHe
OHBIH HEMPOTPaHCMUTTEPAep apKbLAbI allKbIH OachLAYbI
Typaabl akmaparrap Oeariai 601aTsIH, asaiija >KaKblHAA
raHa Kv7 xaHaABIHBEH AVHaAMUKAABIK ~(QYHKIIVACH
MIABIH >KOFapbl PyHKIMAAapbIHA acepi 3epTeae OacTasbl

[18].

Kv7  myxvimoac xaruti Kanardapvl mer 0eAOKmMapuiHvll, CUnammamarapol

Bepiaren 1-3 cyperrepae Kv7 xaHazgap TOOBIHBIH

JKoHe  04apabl  0allAaHBICTHIPATHIH — OeA0KTapAbIH
KbICKAIlla Ma3MYHHI OeliHeaeHreH. Aa, 1 xecteae Kv7
KaHa/A4ap TOOBIHBIH IOATHUIITEPi >KoHe O0AapAblH ©pHEK
yarici Gepiaren. 1 cypererreri Kv7.2 cyb60eaikrepi
KYPaMBIHBIH OoribIHIIIA

HelipoHJapJa KeHiHeH OalikadaTelH 7.3 >koHe 7.5

KBbICKaIlla Ma3MYHBI

cyOOipaikTepaeH Typadpl. Aa 2 cyperre Kv7.2

cxeMacsl OoiibiHIa aHKMpuH G OGeaorsiMeH Panbne
Kv7.2
Navf31 (3 HaTpnii KaHaABIHBIH OipiHii cyooipairi, BACE1

OybIHBIHAQPBIHAQ OpHaJlackaH. cy00ipairinig

aMIUAOUATHL  OE€AOKTHIH

NPeKypPCOPBIHBIH,  bIALIpAy
Jepmenti kepceriaren. 3 cyperre Kv7.2 kaHaABIHBIH
Tpaduri yIIiH aHBIKTaAFaH perTeyin Oel0KTapAbIH
cxeMaAblK KbICKallla Ma3MyHBI cumatraarad. CRMP2

Oeaok-Meauartop >xoHe CaM Typagsr [19,51].

cyOOipairine ©OalidaHFaH CUTHaAABIK OeAOKTapAblH
Kecte 1-Kv7 TtyKBIMAAC Kaanit KaHaaaapbl MeH Oe10KTapbIHBIH CHIIaTTaMalaphbl
Kv7 TYKbIMAac /1oKaan3aImsIChbl
Kaani KaHaaaapbl Kypek Hevipon Ecty x0ab1 Bipbinrari caaaabt
OyambIKeTTep
Kv7.1 + imKi KyAaK +/-
Kv7.2
Kv7.3
Kv7.4 1IIKi KyAaK +
HepB Xylieci
Kv7.5 Heps xyiieci +
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®Kv7.2/5
®Kv7.3

Cyper 1- Kv7.2/3/5 cy66ipaikTepi ageTTe rerepomMepai KaHaaaap Abl KYpaiabl

Mnasmanblk MeM6paHa Kv7.2
PP1
CK2

CaM PKC PP2B PKA

BACE1
NaV B31

Kv7.2

CUHTaKCKH 1a
AHKnpuH G

Cyper 2 - Kv7.2-6aiiaaHbICKaH CMTHaaAbIK MOAeKyAaaap xaHe Kv7.2 kocaakpl 6eaoKTap

Kv7.2 J~ CaM

CRMP2

TyBynuH gumepi

Cyper 3 - Kv7.2 ariHaabBIMABI peTTeNTiH 6ea0KTap

(OXOK)-aeri

repudepusIAbIK

Opraaplk  Kylike Kyiecingeri

KOIITeTeH HeMpOoHJap, COHAai-aK
HEPOHAAp, HEMpPOHABIK M TOIBIH TyAbIpajbl Aell
7.3 xoue 7.5

sKcrpeccusaaan bl Ierepomepai Kv7.2/3 nemece Kv7.3/5

ecenTeaeTin Kv7.2, cyO0ipaixrepin

KaHaAJ4apbl CyODipaikTepaiH AOMMHAHTTHI KypaMbl
0oapm TaObLAaAbl AereH IIKip KeH TapaafaH, OHBI 1
Cebebi Kv7.3 Dacka Kv7

Xenopus

cyperTeH Kepyre 0oOAaAbL

cyOOipaikrepinin,  acipece GaKaCBIHBIH

oonuTTepinge OeTTIK ®KCIPECcCUSCHIH >KeHidaeTeTiHi

KGpCQTiAFeH JKoHe€ MMYHOTITICTOXMMISIABIK 3€pTTeyAep

KOIITeTeH aliMakTapJa OCBI cyOOipaikTepain

KO/0KaAM3alsIchH kopceteai. Aaaiiaa, KCNQ2 nemece
3 rengepi emipiayi  ThIIIKaHAAPABI
Kv7.2

HelpoHJap4a M-TOKTEIH >KOKTBIFBIH KOPCeTTi, adaiija

KOAAAHbIIT
KYPprisiareH  seprrey TaIlIBIABIFEL  Oap
Kv7.3 tanmbiaeirer 6ap HelipoHgapaa M-TOK KaABIITEHL
60aap1, O6ya romomepai Kv7.2 xanaagapner OJCOK
Kv7.3

(pynxII1OHa2ABI DOAYBI MYMKiH eKeHiH kopceTeai [20-21].

HepoHAap4a cy0bipairincis TOABIK,
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M-TOKTBIH MOAEKYAaAbIK COVIKECTIriHiH

ambiaypiMen  Kv7  kaHaa — KellleHiHiH — KeIlTereH

acIexTizepi aHbIKTaa4bl. MbIcaasl 3 cypeTTe KopceTiareH
6ea0Kk-0ea0K >KoHe DeAOK-AUIMATIK ©3apa speKeTTecy ,

COHJal-aK KaHaaAbH (ocdopaaHybl. Kv7 xanaa

KelleHiHIH Kypamgac Oeaikrepi Typaasl TYyCiHIK
KaHaAABIH 0azaabAbl JyHKUIMACHHA, OHBIH
MOAYASIVSICBIHA, COHAAl-aK —HeMpOTpaHCMUTTepAeH

TyblHJaraH M-TokTel Oacyra KaTbICaTBIH >KOAJapra
KOMBIAATBIH TaJallTap4bl TycCiHy yIIiH kaxeT. Kv7
KaHaABIHEIH KO aKTOPHI
oucdocdat (PIP2 ) 6oapma Tabsraagsr [22, 51].

Kasipri
Jdentoaspusanunsaaslk —biFpicy  (I1ABI) xaactepaepiniy

Pocparnanannosuroa-4,5-
yaKbITTa

IIapOKCNU3MaabAbI

TOMEH >KMiAiKTi bIp¥arbIH AQHBIKTAMTHIH >KOHE OHbI

peTTeiiTiH MOHABIK KaHaaA Oearicis. bya KyOBLABICTEHIH

TaOMFATBIH ~aHBIKTAy ©Te MaHBI3ABL, ceDebi Oya
SINAETICIL, UIIeMUS JKoHe ae Hacka
HellpoJereHepaTUBTI aypyaap >kafgaibiHga [IABI

KAacTepAepiHiH >KMiAiri MeH Y3aKThIFBIHBIH apTybl
HelpOHAapABIH ©iMiHe aabil Keleai. Kv7 xanaaaapsr
ITABl xaacTepiHiH Y3aKTBIFBIH peTTeyje >KeTeKIi pea

aTkapa aaaapl, cebebi Kv7 kaHaazapbl TeMeH IeKTi

0OAFaHABIKTAH, KeIll namnaa 0oAraH apeKeT
MOTeHNVaAAApbIH Oachlll, CHaiKTap >KUBIHTBHIFBIHBIH
Y3aKTBIFBIH KBICKAPTYBl MYMKiH. DBy TakbIpBIITaFs!
ruroresasapasiy 0ipi - ITAbl kaactepaepiHiH bIpFarbiH
KaaplMil Tepbeaic >Kyiteci apKplABl OacKapbliabl.
Kaaccukaarpik, kaapnmuii TepOeaic >Kyiieci cyOcTparsn
Pocharnanannosnroa-4,5-6ucpocdar (PIP2) Goawm
PI3K

pelieniTopAapAbIH

OartaansicTel  exeHi Oeariai. ConbimMen xartap, PIP2

tabpaatein PLC  >xoHe KOH'BbIOTalMsIAaHFaH

MeTabOTpPOIITHI Oeacenaiairimen
HeVPOHAAPABIH KOSFBIIITHIFBIH OaKblAAMTBIH KaAWi
TabbLAAADL.

(PIP2)

I/1a3MaablK MeMOpaHaHBIH KJAeTKailriaik xaOaTbHAa

KaHaablHelH ~ Kv7  arommceri 0oz

Pocparnanannosnroa-4,5-6ucdocdar

ke3geceTiH aHMOHAB ocPoanmma. PIP2 xemreren
MOHABIK KaHaAJap MeH TachIMaAJaylllbllap¥a apHaAFaH
kodaxTop, coHbH iminae Kv7, o4 xaHaa QyHKIMACBIH
e3repreJi koHe kebiHece aKTUBTeHAIpY yIIiH KaxkeT. PIP
2-uiH Kv7-meH e3apa opexerrecyi KaHaa (PYHKIIMSICHI
yIIiH MiHAeTTi exeHi Oeariai GoaAraHBIMEH, >KaKbIHAA
PIP2-ae apTypAi acepaepi Oap ydackeaepi Gap exeHairi
kepcetiaai [23-28].

Kv7 xanardapvirviy HetlpoHObIK KOSZbIUMbIKIMbL mexeydezi peAl

bpayn men Agamc aaram per 1980 >xpranl Oyka

OaKachIHbIH, CUMITIATUKAABIK, raHIAMsAapbIHAA
MYCKapMHAIK alleTUAXOAUH PelelITOPLIH BIHTaAaHABIPY
kesingeri IM unrubupaeyi, spexker norenunaapm (O1I1)
Kalita  OeaceHgipiayiHe  oKeaeTiHiH  xabapaaapl
I'inmoxaMITeIH NMMpaMuAaAblK HelipoHdapeiHaa Kv7.2,
Kv7.3 xene Kv7.5 sxcripeccusichl >KOrapbl 004aTbIHBI
XE991

MeMOpaHaAbIK,

QHBIKTAaAADI. Kv7 SKoHe AVIHOIIMP AVIH

aHTaFOHI/ICTepi TBIHBIIIITBIK

norennuaasiH  (TTI)  genoadpmsarmssaiapl  SkoHe

TUIIIOKaMIITHIH ~ aiiMarpiHAarel CAl  mmpaMmaaabk
HelipoHAapbiHbIH OIT 1mrerin TemeHAeTeal, HaTIDKeciHAe
Oll esairinen Geacenaipiaeai. Consimen katap Kv7
AQHTATOHMCTepi  iIIKi ~ KOSBFRIUTBIKTHL  apTTHIPAAEL
rMrepnoAsgpu3alysijaH KeliHri opralna >KoHe Oasty
TOKKa BIKIAaA eTeAi, CHalKTap >KMiAiriHiy OeltiMaeayin

TeMeHJeTe i >KoHe, Ol >kiiairiHig >KorapplaayblHa aAbIIT

keaeai. PapMaKOAOTMAABIK MHIMOMpAeyTe —calikec,
G279S AOMMHAHTTBHI-HETaTUBTI CaHbLAQyBl MyTallMsIFa
yibiparan Kv7.2 mamMagaH ThIC DKCIIPECCUSACHI apKBLABI,
Kv7 TOrbIHBIH TeXKeAyi illIKi KO3FBIITHIKTBI apTThIpajbl
xoHe Cal HellpoHAapbIHAAFbI CHAKTap >KMUidiri mMeH
mAHP OGeitimaeayin TemeHgereai [29-31]. Ocslaaiiia,
Kv7 xaHazagapbl HEIIPOHABIK KOBFBIIITHLIKTHIH MaHBI3AbI
"Texxerimrepi”’  petiHge

KbI3MeT  arkapagpl. Kv7

TOKTapbIHBIH, HEMIPOHABIK KO3FBIITHIKKA TeXKeril acepi

Herisinen Kv7 aKkcOHABIK KaHaajapblHa >KaTaAbl.
Kv7.2/Kv7.3 KaHaaAapsl TUIIIOKaMITaABIK,
HelpOHAapAaFbl COMaTOAeHAPUTTI [11a3MaAbIK

MeMOpaHaMeH CaABICTBIpFaHAQ, OacTamKbl aKCOHABIK

CerMeHTTepde keIl  ©oaagwl Kv7  akcoHaBIK

KaHaAJapBIHBIH (PYHKUVSICBIMEH caAbIcThIpFaHAa, Kv7
AEHAPUTTI KaHaAJapBIHBIH PeAi a4i ae TaaKblaaHyJa.
Cal  HelfpOHAAPBIHEIH

AUCTAAbABI AIIMKAAbABI
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AEHAPUTTEpiHAe MYCKapUHAIK aroHMCTKe ce3iMTaa
MHaKTUBaIsiAanOanTeiH Kv7 Torsl aHbiKTaaAsl [32-34].
Kv7 aemapurti Tok kaasnuit (Ca?*) cmarikrepiHiy
Oacraay ImeriH >KOFapbllaTybl MYMKIH >KoHE OCHI
AeHapurrepgeri Ca?* »aeKkTporeHesiHe BbIKIIAaA eTeTiH
JKOFapbl KOSFBIIITBHIK >KafdaliblHAa FaHa CIIaliKTap
TYABIPYBI MYMKiH. Azaiiga, XE991 xeHe amHONMpAuH
CAl pengputrepiHiH KeJepriciHe oacep eTmeini, aa
desapurti  IM  Qokaapabl  TeXXeayi  KO3ABIPEBIII
IOCTCUHAIICTBIK TIOTEHITMAAABIH  KOCBIHABIChIHA >KoHE
CA1 HellpOHBIHBIH KOSFBHIIITLIFBIHA 9Cep eTIeiidi, Oya
Kv7 AeHApUTTI TOKTBIH ©Te TOMEH AeHTeliH KepceTedi.
beacenaizikke Tayeaai Kv7 kaHaAbIHBIH MOAYASIIMACH
>K9He 04apAbIH TYPaKThI iIIKi KO3FBIITLIK e3repicTepiHe
KOCKaH YAeci Typaasl Ad1eAAep KIMHaKTalyAa. YaKbITIIIa
Mmogeainge  Kv7

DIINMACTICVAHBIH, HVIAOKapHVIHAiK

JyHKIIMACET  MeH — SKCIPeCCUACHIHBIH — TeMeHAeyi

MyCKapVHIe ToyeAAi MKTOTeHe3Te BIKIIaA eTyi MYMKiH.

Aaaiipa, yCTaMaZapAbIH, Keaea VMHAYKLUVISICBI
HEePOHABIK, TUIIEPKOZFBIIITHIKThI Bacy YIIiH
TUTIIIOKAMITTAFbI KCNQ2 SKoHe KCNQ3

TpaHCKPUIITTEPiH TOMeOoCTaTMKaABIK >Kayall peTiHAe
apTTHIpaabl, Oya perrey kepueyi 6ap Ca* L -  TumTi
KaHaaJapAbl OeaceHAIpyAl KaxKeT ereai [35].

XE991 xemerimen Kv7 Teskey apKbLAbl HEIIPOHABIK
OeaceHAiAIKTIH >KOFapblaaybl, 48 carar illiHAe MMITyAbC
SKUIAITIHIH —~ TOMeOCTaTUKAaAbBIK

TexeAyiHe —oKezaeai.

HeripoHnaslk  Oeacenaiaikrin  Hemece N-merna-D-
acntaptaT (NMDA) penienitopaapsIHBIH Y3aK 010Kalackl
KCNQ3

HelipoHAapdarsl  Kv7

TpaHCKpI/IHTiH JKoHe THUIITIIOKaMIIaAbIK

TOTBIH  TeMeHJeTedi. bya
seprreyaep Kv7 KaHaaJapbHBIH TIAyTaMaTepIMAABIK
>koHe I'AMKeprusablK cHHaICTapblHa ITPeCcUHaIICTBIK
acepi Oap ekeHi Kkepcetreai. JKuiaikTiH >KOFapblaaybl

HelIpOTpaHCMUTTEePAiH Oeainy BIKTVIMAaAABbIFbIH
apTTHIPYBI MYMKIH €KeHiH eckepe OThIpbIl, Kv7 Texxeayi
aKCOHABIK, KO3FBIIITBIKTHIH KOFapblaaybiHa Oail1aHbICTEI
HEMPOTPaHCMUTTEPAIH OeAiHyiH apTTBIPYbl MYMKIH.
ConniMen xartap, mpecuHantcrarel Kv7 Kanaagapsr
HelpOTpaHCMUTTepAi Oocaty y1IiH Ka>KeTTi
MpecHHaIICTIK, ~MeMOpaHaHbIH — AeTOoAsApHU3aliAChHa

TikeJel Kapchl Typa alaasl [36].

Ko7 cyb0iprixmepi: opHarackamn xepi, KAHAAIAPLL, Kol3Menmi XaHe KAHAAONAMUSCDL

Kv7 xaHaasapbIHBIH ITOCTCHMHAIICTBIK PO/l aHBIK
emec. JKakplHga 9AE€KTPOHABI MMKPOCKONI apKbIABI
KYPri3iareH 3epTrey >KyMbICTaphl kopceTkeHgen, Kv7.2,

Kv7.3 >xene Kv7.5 mnpumarrapAblH HpedppOHTaAbAbI

KOPTEeKCTiH III KaDaTbIHBIH NMpaMuAaAbIK
HEePOHAapbIHAAFBI AEHAPUTTL TiKeHeKTepaeri
MyCKapUHAi aleTNAXOAMHAIK penenrTopaapMeH
baitaanpickad. CAI1-CA3  cumancrapsiga mEPSC

amnantyaacel, Kv7 KaHaasapbHBIH aroHmUCTepiMeH Je,
aHTarOHUCTepiMeH Je ©3repMelidi, Oya OAapAbIH OCHI
CHHAIICTaFbl ITOCTCHHAIICTHIK TAyTaMaT pellelTOPBIHBIH
KBI3METIH peTTeyJeri laMaabl peain kepceteai  [37].
Jerenmen, SKMHAKTaAFaH Aepekrep Kv7
KaHaAAapbl TUIIIIOKaMIITBIH CHHAIICTBIK, I1AacTMKaChIH
petreliTinin kepcereai. Cunaricrapga CA1-CA3 XE991
TeTa-MMIIYyAbC INEKTi bIHTaAaHABIPY apKbIAbl Y3aK
Mep3imai kymentyai (¥YMK) muayknusaanaer. XE991
KylieciH eHrisy conbiMeH karap in vivo CAl runmokamin
ayiMarbIHAAFbl KO3ABIPYIIbI IIOCTCUMHAIICTBIK OTEHIINAA

(KIICII) epicinig aMILAUTYy achlHa acep eTIeil OTBIPHIIL,

YMK

HelVpOHJAapbIHAAFbI KO3ABIPFBIII CUHAIICTHIK OepiaicTig

MHAYKLIVS IIerid TOMEHAETeAl. CA1l
romeocTaTnKaAablk >korapslaaysl KCNQ2 sxene KCNQ3-
Ti TAMKeprusabIK MHTEpHENIPOHAAPAAaH MIAPTTH TypAe

aABIll TacTaraHaa Oaiikaaapl, Oya Kv7 xaHaagapbIHBIH

CHHAIICTBIK, ~ MacinTaOTayfa — yaAeciH — 00/AXKaliAbL
HeripoOnoaormsiga  cMHAIICTBIK MacliTadbTay (Hemece
roMeocTaTMKaABIK ~ MacIITaOTay) TIOMeOCTaTMKAAbIK,

IAacTUKaHBIH Oip Typi 0oapim Tabblaadbl, OHAA MU

HeMPOHABIK, ~ Ti3OekTeri 0OeACeHAiAIKTIH CO3bIAMaABI

JKOFapbLAayblHa Tepic Kepi OaifAaHBIC apKBLABI >Kayall
Oepeai, Oya >keke HellpOHAap¥Fa dpeKeT MOTeHITMaAbIHbIH,
KaaAnel  OeaAceHAIpy  KBIAAAMABIFBIH — TOMEHAeTyTe
MYMKiHAIK Oepeai. XeOOTiH mMkeMaidik MexaHmM3MAepi
HEeMPOHABIK, CUHAIICTBIK OalidaHbICTapAbl TaHAaMaAbl
Typde ©3TepTKeH Ke3Je, CUHAIITCTHIK Macmrabray

OapABIK  HENMPOHABIK CHHAIICTBIK  OalidaHBICTapAbI

KaAbllIKa  KeATipeAi, oOCblAalillla 9P  CUHAIICTBIH,

CaABICTBIPMAAbI CUHAIICTBIK, CaAMarbl caKkTaaaabl [38].
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Kv7.2, Kv7.3 xene Kv7.5-Kv7 Herisri HeIfpOHABIK
cy0O0ipaikTepi 2-kecTede kopceTiareH. Kv7.2 sxone Kv7.3
MU OagaMminia 0Oe3,

KBIPTBICbIHAQ, TUITIIOKaMIITa,

0azaabAbl TaHIAMAAA SKOHE TIMIIOTadaMycCTa KYINTI
DKCIIpeccHsiHBL kopceteai. Kv7.5 Mmu OaraHackHAa >KoHe

a3 gopexede MM KBIPTBICBIHAA, TUIIIOKaMIITa, IIyiije,

MaHJall >KoHe caMall OeaiKrepiHAe DKCIIepeccrsidaHaAbl.
Kv7.1 >xene Kv7.4 HeriziHeH >XypeK IIeH yAyJapZblH
TaAIIBIKTH KAeTKaJaphblHAA Ke3aeceTiHiHe KapamacTaH,
OoZap MMABIH KONITereH aliMaKTaphlHJa Ja TOMeH

JAeHreiige xke3aeceai (3-kecre) [39].

Kecre 2 - Kv7 cy66ip aikTepi: opHaaackaH Xepi, KaHaaAaphl, KbI3MeTi JKoHe KaHaa0IIaTHUsIChI

Cy66ipaikTep OpHazaackaH OpHBI Kanaa Keizmeri Aypy Typi
Kv7.1 KYpeK basty koszraaaTbiH oIl y3aK Mep3imai
TyseTkint Iks peroanpu3aIsalanAbl MHTepBaAABI qt CUHAPOMEI
Tya OiTKeH caHBIpay
Kv7.2 MM TaHTAMSICHI M-toxk I xov) KOBFBIITHIKTHI DIINAETICUST
DakbLAAIADI
Kv7.3 MU TaHTAMSICHI M-toxk I xov) KOBFBIIITHIKTHI DIINAETICUST
DakbLAAIADI
Kv7.4 KOXAeapbl, BeCTHOYASPABI OHC K*ToK Ixe KaAMii TackiMaajay caHbIpay
TaAIIBIKTBL KA€TKaJlap
Kv7.5 MU TaHTAVSICBI M-tox (?) KOBFBIIITHIKTHI -
OakbLaanAbI (?)
Kecre 3 - Kv7.2, Kv7.3 xxane Kv7.5-Kv7 Herisri HelipoHABIK cyO0ipaikTepi
I'en Cy606ipaikTep Herisri Mpmn arimakTapbl Iaecmie aypyaap
opHaaacy OOVIbIHIIIA TapaAybl
Xyreci
KCNQ1 Kv7.1 Kypek CTX, HPF, MB, CB, BS Long QT syndrome 1, JLNS, sxypekiueaep
pubpraasumsicer 6ap 0TOACHLABIK DIINAEIICH,
SUDEP, ASD, gamyabIH Oy3bIAybI
KCNQ2 Kv7.2 Heps >xyiieci CTX, HPF, A, HY, TH, AO BFNE, EE, ASD, akb1a-0i1ALIH apTTa KaAybl,
MD, SN, P. MY. CB AaMyABIH Oy3bIAybl, OalaHbIH CIIa3MaAbIK,
CUHAPOMEBI
KCNQ3 Kv7.3 Heps >xyiteci CTX, HPF, A, HY, TH, AO BFNE, EE, ASD, akb11-071 KeMiCTiri, AaMyabIH
MD, SN, P. MY. CB Oy3bIAYDI,
KCNQ4 Kv7.4 Imxi ecty BS, OA, MD, RN, NA, MY, DFNA 2, ASD
My1Ieci VTA, P
KCNQ5 Kv7.5 Heps >xyiteci CTX, HPF, BS, SB EE, ASD, akpbL1-011 KeMicTiri, mu3odppeHns

Mn aitmakTapsr: CTX - mu KpIpThIcEL; OA - mic cesy
anmakraps; HPF — runmokamn ecingici; A — 6agamira
6e3; NA —mu saapocsr; BS — mu 6aransr;; TH - taaamyc; HY

- runotaaamyc; MB- opranrer Mu; RN — TiricTi stapo; SN -

Kapa cyOcranmst; VIA - BeHTpaababl TerMeHTaAbAbl
aitmak; PAL — mmape cyp 3ater; HB — apTksr mu; SB-
Mymislk, MY — conakmra mu, BENE - kaTepcis oTOachLAbIK
HeOHaTaAbAbl EE -

DIINACTICISL, DM ACTICUSIABIK
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sHOedasomaris; ASD - aymmsMgik  crekTpaix
oysbiaysap; DFNA 2 - 2 tunTi cMHAPOMABIK emec
CEeHCOpABIK canbIpay [40].

HeltpoHHBIH iIIKi KOSFBIIITHIFBI MEH CHUHAIICTBIK,
KYIIiHiH OeaceHAiAiKKe TayeAAl TYpaKThI e3repicrepi oKy
MeH ecTe caKTayAbIH HeTisi 00AbII TaObl1abl A€TeH IiKip
KCNQ/Kv7
04apAbIH

arigaAel dcepiHe OallAaHBICTHI ecTe caKTay KabiaeTiHiH

KeH TapaAfaH. Kaaui

KepHeyi Oap
KaHaAJapbl AHTaroOHUCTEpPiHiH  TaHBIMFa
OY3BIAYBIHBIH BIKTMMaA HBICAaHAApPHl peTiHAe YAKeH
KBISBIFYIIBIABIK ~ TYABIpaAbl. MaHBI3ABICH, de  10vo
oaapanly KCNQ2 /Kv7.2 xeme KCNQ3 /Kv7.3
HeMpOHABIK CyObOipaikrepinderi OackiM MyTanusaap
SINAETICUSIMEH KoHe AaMyABbIH KellleyiajgeyiMeH >KoHe
aKbpIA-OJ KeMICTiriMeH cMIIaTTaJaThiH HepoAaMy/AbIH
OysblaybIMeH OaliaaHbICTEL. HelpOHABIK KOBFBIIITHIK
neH snmaerncusagarsl Kv7 KaHaa4apbHBIH peai KeHiHeH
JerenmeH,

3epTTeA,Zl,i. OoJlapAbIH

JKoHe ecTe

HeIPOHABIK
I1AaCTUKAAAFbl,  OKYyAarbl

QYHKIIMOHaAABIK, MaHBI3BI HeriziHeH Oearicis GoabI

cakTay/arbl

Kadaasl. MyHaa 6i3 Kv7 kaHaaAapbIHBIH iIKi >KoHe
CUHAIICTHIK, TAacTUKaAaFbl PeAiH, COHAAl-aK OAapAbIH
TaHBIM MeH MiHe3-KYABIKKAa KOCKAH yAecCiH pacTaliThIH
COHFBI 3epTTeyAepAi KapacTeipambi3 [41].

Kv7 HePOHABIK, KaHaAAapAbIH poain
aHBIKTAITBIH HETi3Il curaTraMa oJapAblH KJeTKaillliaik
A0KaAM3ausICel 0oAablll TaOblAaAbl. Kv7 kaHazasaps
aKCOHHBIH OacTanksl cermeHTTepi (ABC) >koHe aHKMPUH
G Oesaorpiven PanBbe OybIHBIHAAPBIHAA OpHaAJacKaH.
ABC KO3ABIPFBIII IIPeCcHHAIICTLIK, ITOTeHIIalAap dpeKeT
IOTeHITMaAAapbIH aKCOH DOMIBIMEH TachIMaAAaiThiH, Ol
MHNUITMAIMSCHH OaKbLAayIIIsl KBI3MeTiH aTkapaabl [42].

Conpiven katap ankupun G Kv7.2 kanHaagapbiH
>KoHe a3 Aopexese Kv7.3 kanaagapuia Pansbe OybiHAapBI

JAeIl  aTaJaTbhlH MMEAMHCI3 aKCOHABIK —aiiMakTapJa

OKIllayJdayAaHABIPY  KbI3MeTiH  arkapaapl.  bya
Tyiingepae  Kv7  (7.2/7.3)  xanaagapsr  RMP
TYPaKTaHABIPY —apKblAbl ~ KaAuiigiH ©Oasy  CBIPTKBI

TOTBIHBIH HeridiHge ©o04a OTBLIPBHI, KepHeyre Toayeaai

HaTpUIl KaHaaJapeiMeH Oipre kaacTtepaene iOHBIH

AKCOHABIK AOKaAM3alsIChiHA corikec, Kv7 akCOHABIK
KaHaAbIHBIH TaHAAQyAbI Hacrraysl, apeKeT
ITOTeHIMaABIHEIH 0OacTalyblHa BbIKIIad €Te OTBIPBII,

CIIaifKaAbIK IIOCTACTIOASPU3ALIVAHBI apTThIpaAbl. 3epTey

SKYMBICTaphlHAA  aKCOH  MMeAMHAeAyi  >KOMbLAFaH
yakpitTa, Kv7 Kanaagapsr akcon 6oitbIMeH Tapaabl, Oy
JKYJKe KO3FBIIITBIFBIH apTTybIHa acep eTTi. bya Oyxia
akcoH OoiipHIa RMP TypakTaHabpy apKbLABI XKy3ere
acaambl gerr 0oakaHAw! [43].

ABC-ten  TBIC

IepcoMaTHKaAbK, ~aliMaKTa 9KcIlpeccusidaHaapl. M-

Congait-ak, Kv7 kanaagaps

dynaKIIMIICH

CHHAIICTBIK ITOTeHIIMaAAbl 61p1KT1pyMeH CuIlaTraaaAbl.

TOKTBIH COMaTMKaAbIK KO3ABIPTBIIIT

Kesinge kepceriaren comatukaanlk Kv7 KkaHaasl,
comatnkaaslK YMK ammanrysacer MeH ¢QopmackH

esrepreai. Congaii-ak, Kv7 kaHaagappl anmkaababl

AeHApuTTepAe  oKcIpeccusidaHadpl.  Kv7  xaHaab
AeHApUTTepAe CaABICTBIPMabl Typae cupex
Ke3JeCeTiHAIKTeH,  AeHAPUTTepaiH  imniHgeri  Kv7

KaHa/AJapBIHBIH KBI3MeTi 24i AeDeAricis, gerTeHMeH oaap

TYPaKThI ,A,eH,z],pI/ITTiK aTalaTbIH

Karaiaapra

TUIepKo3y  Jell

BIKTIad eTeai JereH Oozxam  Oap.
Conrninga, Kv7.2 nmpecuHancTbiy yIIbHAa OpHaAacKaHbI
kepcetiaai. bya xepae Kv7 xaHaaagapBIHBIH YAFarObI
HepOTpaHCMUTTepAiH OeaiHyiH oacipereai, aa Gq
axkTuBTeHyiMeH Kv7 TOTBIHBIH TeKeAyi KepHeyTe ToyeAai
KaAblIMI KaHaAAapBIHBIH OeAceHAipiayiH apTThIpajbl,
Oy aamMacyAbIH >KOFapblaayblHa okeaei [44].

M-TOKTbIH KepHeyTe Toyeai curiaTTaMadaphl OFaH
MIAAFbl KOSFBIIITHIKTEI OakplaayFa MYMKiHAIK Oepeai.
Kv7 kanaagapsl IIekTi IoTreHnMasddap HiaMameH -60
MB.imteringe  icke ConbiMeH

KOCBIAAABI. Karap,

IIOTeHIIIaAfa Tayeaai Kaaum KaHaAJapbIMeH

CaABICTBIPFaHAQ, Kv7 MHaKTUBaLMsIAaHOaIAbI,

COHABIKTAH Ja MeMOpaHa JeloAspusalislaHFaH

kyiinae Kv7 Torml cakrasaanl. Hertikecinae Helipongap

IIIeKTi KO3ABIPFBILI KipicTepai aJAraH Ke3ae
MeMOpaHaABlK IIOTeHIIMaAAbIH THIMAL TypaKTaHybI
Oalkaaaapbl.

CaapicTBIpMaABl  TypAe aKTUBaIMSHBIH —Oasy

KHeTuKachl Kv7 kaHazgapbl spekeT ITOTeHIVaAbIHbIH

aMIIAUTYJaChblH ~ HeMece Y3aKTBIFbIH  aiiTapAbIKTail

esrepTieiigi, kepicinmre, M-TOKTBIH (PYHKIIMOHAAABIK
cazzapbl KayTa

9peKer OTEeHIMAAbIHbIH

Oeacenaipiayine >KOA GepmeriTis, Tepic
IIOTeHIIMaAAapAarbl MeMOpaHaHBIH KbICBLAY peTiHAe

kepiHic 6epeai [45].
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Kv7.2

DIINMACTICVIST MeH

Kv7.3

9HIIe(aA0IaTVTHBI

SKoHe KOATAlTBIH  TeHAepJe
TYABIPATHIH
KeIlTereH MyTanusidap Oap eKeHAiri kepceTiareH. bya
IaToAOIMAAapAbIH €H KOIl TapaaraH Typi peTiHge
Karepciz HeoHaTtaapApl ycramaaap (BANS) Geariai. Oa
ayTOCOMABI-AOMMHAHTTEI U AVIOIIATULABIK,

SHUAENCHAABIK ~ CUHAPOMHBIH  Oip  Typi.  Oco
MyTallusidapAaH TyblHAaFaH YcTaMaJap TyblAFaHHaH
KeiHIi aAfallIKbl KyHAepde maiiga 0o04aabl >KoHe
aJAfalliKpl 2 aliga ©34iriHeH >KOMBIAY BIKTMMaAAbIFbI
JKOFaphl. DNUAENCUAABIK, — OeAceHAiliKKe — dKeAeTiH
MyTanuslap Heri3iHeH ayTOCOMABI-AOMMHAHTTHI OOABIIT
TabblaaAbl, Oy KaHaA QYHKITMACLIHBIH KOFaAybIHa aAbIIT
Keaeai. MpIcaabl, MUCCEHC — 04 AereHiMi3 I1Aa3MaabIK,
MeMOpaHaJaFrbl Kv7 yHKIIMOHAAADI KaHaAbIH
TeMeHaeTeai. by MyTalmsaapAbIH KeIiAiri 6azaababl
M-TOKTBIH TOMeHAeyiHe JKoHe O4aH KelliHIi IUIepKo3yFa
aawlll Keaedl. bya epre OacrasaThlH SHMAENICUSAABIK
sHIledajonaTisl >KarjaiAapblHa Aa KaTBICTHL. O3ipre
sHedasonarsiaap Tek KCNQ rengepingeri mmcceHc
0aliaaHbICTHI

MyTanusaapbiHa AaHBbIKTaAAbI.

AMIHKBIIIKBLAAAP ABIH MyTaIMsICHI TeK Kv7

KaHaAJapBIHBIH  (PYHKUIVOHAAABIK  DKCIIPECCUSCHIHBIH
TeMeH/JeyiHe FaHa eMec, coHbiMeH Katap ABC-teri Kv7

KaHaaAapbIHbIH A0KaAM3alIVIsICbIHBIH JKOraaybIHa

OaAaHBICTEI  €KeHi  aHbIKTaAAblL. M-TOKTBIH

OeaceHAiAiriHiH >KoFapAaybl ycTaMalapAblH OacTaayblHa
Ooapr  Tabblaaabpl.  Aaaiija,

MaHBI3ABI  KeJepri

DIINACTICUSABIK BHLIe(l)aAOHaTI/I}IMEH aybIpaTbIH

HayKactapaa Kv7 kaHaajapbiHbIH — QYHKIUSACHIHBIH
earepicrepi kymeiteai. OcbiHgai MyTanusaapAbiH Oipi
Kv7.3

KepHeyre cesimTaa gomenge, Kv7.2 xene

5. KOopbITbIHABI

Kv7 kanaagapsl, coHgani-ak M tunri kanaagap
nemece KCNQ xanaagapsol petinge 6earii, oaap TemeH
meKkTi KepHeyre Toyeasai K* kanaagaps 0oabm
Tabpraaapl. Kv7 KaHaagapBIHBIH IIaMajaH TBIC TeXKeAayi
HeMmece AUCYHKIMACE KoDiHece ycTamaJapra Hemece
Dacka SHMAENCHAABIK CMHApPOMAapra oKededi, oya M

KaHaABIHBIH 'TeXKerill' KBI3METi peTiHje opeKeT erejj,

cyoOipaikTepinge  Tabblaapl.  bip  KBI3BIFB,  Oya
MyTalusidap ®KCIpeccuslaHFaH HelpoHAapAaFbl iITIKi
KO3FBIIITBHIKTEL TOMeHAeTce Ae, rurmtokaMirTeiy CAl-ae
JKeAiAiK KOBFBIIITHIKTBIH aliTapABIKTall >KOFapbLiaybl
bya Kv7

ITOTeHIVaAbIHBIH TapaAybIH 6aKI)I/1ay,Zl,a MaHbI3AbIABIFbIH

Oarikaaaapl. KaHaAABIHBIH opeKer

Kepceteai [46-48].
Kv7 KaHaAAapPbIHbIH, CHeI_U/ICl)I/IKaAI)IK

cumarramMajdapbl  O4dapAblH  Y34IKCi3

OeaceHaiAiKKe Kapchl KYIITi TeXKeTilTep peTiHAe XKYMBIC

HePOHABIK

icreyine =~ MyMmKkiHAIK ~ Oepeai.  Mpricaa  petinge

peTurabHMeH MHAYKIIMSIAaHFaH M-TOKTBIH
JKOFapblaaybl SIMAeNCHsAFa Kapchl Tepamusl peTiHAe
yakeH >KerticTikke >kerTi. Kepicinme, Kv7.2 kaHaabH
AABIIT TacTaraH >Karaaraa, yCTaMara AereH
Ce3iMTaAABIKTEI apTabl >KoHe TUIIIOKaMIIKa Toyeaal
KeHICTIKTIK ecTi, COHgali-aK ThIIIKaHAapAaFbl KOPKbIHBIIII
cesiMi TemeHJenai. Jerenmen, Kv7 kaHaasapbiH
DKCIIPecCUsIAaliThIH HeMPOHAApAaFbl TUIIePaKTUBTiAIKTI
y34ixciz Oacy, ec CUAKTHI KOTHUTUBTI (PyHKIMsIAapAbIH
Oy3blaybIHa aAbIl Keayi MyMKiH. Heltporpancmutrep
aleTMAXOAVH TyAbIpFaH M-TOKTBIH TeKeAyiMeH >KoHe
MIABIH >KOFapbl (PYHKIIVSIAapbIMEH THIFbI3 OailAaHbICTHL.
Oa HeMpOHABIK  KOSFBIITBHIKTEI MOAYAAIMAAYABIH
aAfalIKbl MbICaAAapbIHbIH Oipi 0044BI. XOAUHEPTIUAABIK,
BIHTaJAaHABIPY Ke3iHge OalikaaaTsi Kv7 xaHaaaapbIHBIH
OeaceHaiairin  TeXXey, HeMPOHABIK  KOSFBIIITHLIKTBIH
KeHICTIKTIK >KoHe yaKBITTBIK I1AacTMKachIH KaMTaMachl3
ereal. /JereHMeH, MIUABIH >KOFapbl (PYHKIUAAPBIHAAFBL
M-TOKTHI

Oacy SKYMBICTApBIHBIH acTapbl oa4i Je

xaaracyaa [49,50].

JKMHaKTaafaH M TOK aKTMBTeHyi apKblAbl apThIK
TUIIePKO3YABIH aAAbIH alaabl JeTeH ujesra akeaedi. M-
TOKTBHIH (PapMaKOAOTMAABIK dCepi DIMAercus KeaiHaeri
eMJiK HYCKachl peTiHjge KeHiHeH 3eprTreasi. bepiaren
110AyJa alThlAFaH HeBpPOAOTUAABIK aypyaapra, Kv7

KaHa/AJapbIHBIH KaJdail KaThICATBIHBI TypaaAbl 241 KeIl
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Hopce Oearicis. OaapAbIH KOIIIIIiAiri YIITiH 911 4e 0a3aabIK
KAVHIKAABIK CBIHAKTap OTKi3iAyi KaKeT.

bepiaren moayaa taakplaanran seprreyaep Kv7
KaHa/AJapbl HEMPOHHBIH I14acTUKaABIK KacueTiHe, ecTe
caKTayFa >KoHe MiHe3-KYABIKKa BIKIIaad eTeAl 4ereH >KaHa
TY>KBIPBIMAAMaHbI Herisri

KOAJaviapl.  /lereHMeH,

MOAEKYAaAbIK JKoHe KAeTKaAbIK MexaHI/ISMAepAi

TyciHyiMi3ae aiTapAbIKTail 0iaiM aAIIaKTHIFEL Oap.

boaamak seprreyaep Kv7 KaHaa4apbIHBIH KYPBLABIMADI-

Myaaeaep KakTbIFbICB: ABTOpAap Mydaeaep
KaKTBIFBICBIHBIH KOKTBIFBI TYpaAbl MaAdiMAeMeli.
Kap:xblaanapipy:

Pecrty6.amkacs! FeLABIM KoHe SKOFapbI 611iM MUHUCTPAIri

3eprrey  Kasakcran

Frranim Komurerinig Kap>KbLABIK

AP19680470

Oeacenaiaik MogeaiHAeri IUIIEPKO3YABIH peTTeayiHe

KOAJaybIMeH

OpBIHAAAABL  (TpaHT DONUAETICUSIABIK,

Pochonnosnroaandocdarrery  (PIP2) >xone Kaamit

KaHaaAapbiHbIH Kv7 KaTbIcys).

KBI3METTEPiH, 01apAblH KbI3METi MeH TpadUIiHiH HaKThI ABTOpaapabIH KOCKaH yaeci:

MOAYASATOpAapbIH >Kacay Y1IiH MeXaHKaABIK, Konnenryaansanus - T.C.T., 3.B.IL, T.I'A; matiH ka3y-
ujesAapAbl  KaMTaMmacels  eredai. bya  TakwIpbin T.C.T., 3.B.I, matin a3y >xoHe Ty3ery — M.A.E., KB.K;
yAnaaapAaFrbl Kv7 KaHaA/JapbIHBIH MaHBbI3AbI MaTepuaaabl kuHay koHe eHaey - MLAE.,, K.B.K., O.C.b.
PU3MOAOTUAABIK  poeajepi, MeAULMHAABIK  >KJHE

Cl)apMaKOAOFI/I}IAbIK MaHbI3AbIABIFbI KepceTeAi.
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Pe3omMme

KaAI/IeBbIe KaHaAbl HpI/IHI/IMaIOT y‘IaCTI/Ie B (I)OpMI/IpOBaHI/H/I B036yAI/IMOCTI/I HeﬁpOHa HpI/I DIINMACTICUM HapaBHe
C ,ZI,pyrI/IMI/I KaHasgaMl, HO X pO/lL 6IJIAa HpaKTI/I‘IeCKI/I He I/ICCAe,ZI,OBaHHOIV/I. B HepBHOIZ cucreme pO/lI) TOpMOBHbIX
KaAVeBbIX KaHa/A0B 9aCTO He4O0OO0ILleHIIBaeTC s, HOCKOAbe M pr,ZI,HO HpI/IHI/ICaTb KaKy10—HI/I6y4]: HpOCT_YIO, I/IHTyI/ITI/IBHO
HOHﬂTHYIO CI)YHKLU/IIO, B oTAn4dme OoOT, Haan/IMep, AeHO/UIpI/ISy}OH_U/IX KaHaA0B, OTKprTI/Ie KOTOpLIX HpI/IBOAI/IT K
BO3HIMKHOBEHIIO ITOTEHII1aA0B AeﬂCTBI/IfI n gajaee K nepeAaqe BAGKTPI/I‘IQCKOFO C/THaJla Ha MLIH_IL[y u ee COKpaH_IeHI/IIO.
TeM He MeHee y>1<e cenyac SICHO, 4TO KaAleBble KaHaAbl HeSpI/IMO HpI/IHI/IMaIOT y‘IaCTI/Ie HpaKTI/I‘IeCKI/I B Ka’X4a0M
HpOﬂBAeHMM pa6OTbI MO3rIa, B Ka>K40M ero Hef/lpOHe, " "X BKAaA4 CTaHOBUITCSI OCO6€HHO 3aMeTeH HpI/I I/ISy‘{eHI/II/I TaKMX
DKCTPEMAABHBIX COCTOSAHUI, KaK BDIIMAEIICVLI. HOTeHLU/IaA-quCTBI/ITeAbeIe kaHaapl Kv7.2/3 obecriednBaior
HeMHaKTUBUPYEMBII KaAueBblii M-TOK, KOTOpBII peryampyeT IIOTeHIMaA TIIOKOs HelpoHa B KOMIIapTMeHT-
ceruduIeckorl MaHepe. DTO O3HavaeT, 4yTO caMy KaHaael Kv7.2/3 10KaAM3yIOTCsS B aKCOHe HeNpOHa UM TaM
AKTUBUPYIOTCA.

KaHaAbI KV7 YHI/IKaAbeI CpeAI/I KaHaA0OB K*, HOCKOALKy qupre W3 IIATU ITIOATUIIOB KaHa/A0B I/Il"paIOT XOpOH_IO
AOKYMQHTI/IPOBaHHYIO pOAIJ B paSBI/ITI/II/I 336OA€BaHI/II7I gea0BeKa. OHI/I BBITIOAHSIOT pasAqume Cl)I/ISI/IOAOFI/ILIeCKI/Ie
CI)YHKLU/II/I B Cep,zu_[e n HepBHOﬁ crucreMe, 4TO MO>KHO O6"I>}ICHI/ITI) X CBOVICTBAMU praBAEHI/I}I ITIOTEeHIIMaAO0M. KaHaAbI
KV7 TaK>Ke I10A4A4aI0TCsI q)apMaKOAOFI/ILIeCKOIZ MO,ZLy/l}ILU/II/I, a CHMHTeTn4eCcKme OTKprBaTeAI/I n 6AOKaTOpI)I KaHaA0B,
peryAnpylonye HelipOHHYIO BO30YAMIMOCTS, CyIIIeCTBOBAAU €Ille A0 TOTO, Kak KaHaabl Kv7 Op1au naeHTHPUIIMPOBaHBI
IIyTeM KJAOHUpOBaHM:. B aTOM 0630pe MBI 06CyauM OOIIYIO XapaKTepMUCTUKY KaHaaoB Kv7 3a rmocaeaHne roasl,
UCTOPUIO OTKPBITUS, CTPYKTYPY cyObeaunun Kv7, puanoaornio B HOpMaAbHBIX U IIaTOAOTMYECKIIX YCAOBUSX.

KaroueBble caoBa: smmaencus, KaadueBble KaHAAbl, aKCcOH, Aeroaspusarnus, ¢$pocdaTuanAnHO3IUTOA-4,5-

oucdocdat, KaabMOAYANH, CUHAIIC, pETUTa0NH.
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Abstract

Potassium channels are involved in the formation of neuron excitability in epilepsy along with other channels,
but their role has been practically unexplored. In the nervous system, the role of inhibitory potassium channels is often
underestimated, since it is difficult to attribute to them any simple, intuitive function, unlike, for example, depolarizing
channels, the opening of which leads to the emergence of action potentials and further to the transmission of an electrical
signal to the muscle and its contraction. Nevertheless, it is already clear that potassium channels are invisibly involved
in almost every manifestation of the brain, in every neuron, and their contribution becomes especially noticeable when
studying such extreme conditions as epilepsy. The Kv7.2/3 potential-sensitive channels provide an inactivated
potassium M-current that regulates the resting potential of the neuron in a compartment-specific manner. This means
that the Kv7.2/3 channels themselves are localized in the axon of the neuron and are activated there.

Kv7 channels are unique among K* channels because four of the five channel subtypes play a well-documented
role in the development of human diseases. They perform various physiological functions in the heart and nervous
system, which can be explained by their potential management properties. Kv7 channels are also amenable to
pharmacological modulation, and synthetic channel openers and blockers regulating neural excitability existed even
before Kv7 channels were identified by cloning. In this review, we will discuss the general characteristics of Kv7
channels in recent years, the history of discovery, the structure of Kv7 subunits, and physiology under normal and
pathological conditions.

Keywords: epilepsy, potassium channels, axon, depolarization, phosphatidylinositol-4,5-bisphosphate,

calmodulin, synapse, retigabine.
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