HonHble KaHAABI IPEACTABISAIOT CO00I TpaHCMeMOpaHHbIE OEIKOBBIE KOMIUIEKCHI, TIPEAHA3HAYEHHBIC UL IEPEeHOCa
HOHOB C OJIHOM CTOPOHBI MEMOpaHy Ha PYTyI0. DTOT IIEPEHOC HOCHUT MACCUBHBINA XapaKTep M OCYIIECTBIACTCS 110 TPAJUCHTY
KOHIIEHTPAIlUA COOTBETCTBYIOIIETO HOHA. VIOHHBIE KaHAJIBI SKCIIPECCHUPYIOTCSI BO BCEX 0€3 MCKITIOUCHUSI KIICTKaX OpraHu3Ma
(KaK 3JIEeKTPOBO30YIMMBIX, TaK M JJICKTPOHEBO30YIMMBIX TKAaHEH) M SBISIOTCS BAKHBIMH KOMIIOHEHTAMH KIJICTOYHBIX
CUT'HQJIbHBIX ~CHUCTEM, aKTHBHUPYEMBIX TIIPH JACHCTBUM TIyMOPaJbHBIX PETYJSTOPOB, MEXKKICTOYHOM KOHTAKTe,
B3aUMOJICHCTBUY C BHEKJIETOYHBIM MAaTPUKCOM, a TAKKE TPH ACUCTBUU BHEITHUX (aKTOPOB OHOJIOTHUECKON, XUMHIESCKOU U
¢msnueckoil mpuponpl. VOHHBIE KaHambBl pAcIoNiaraloTCsl HE TONBKO HA IUIA3MATHYECKOW MeMOpaHe KIETOK, HO
9KCIIPECCHPYIOTC ~ HAa  BCEX OCTANBHBIX BHYTPUKJICTOYHBIX MEMOpaHax (MUTOXOHIPHWH, JIM30COM,  fApa,
9HJIOIUIA3MAaTHYECKOTO  peTHKyiyma). YacTh KaHaloB B MeMmOpaHax KIETOK pacloJiO)kKeHa HE paBHOMEpHO, a
CKOHLICHTPHPOBaHA B KJIaCTepax.

JlaHHBIE O MOJIEKYJSPHON CTPYKType MOHHBIX KAHAJOB CBHUACTEIBCTBYIOT O TOM, YTO OHH, KaK IIPaBHIIO, IMpEI-
CTaBIISIFIOT COOOH 3aMOJHEHHYIO BOJOW MOPY, BBICTIAHHYIO W3HYTPH NOJSAPHBIMH TPYIIIAMH aMHUHOKHCIOT, cama mopa o0-
pazoBaHa JmbO a-CrMpalbHBIMU, 00 (3-CTPYKTYpHBIMH dneMeHTaMu. I10TOK MOHOB IO MOHHBIM KaHanam (OpMHUpYeT
anexrprueckuii Tok (10~'"-10~" A/kanan). Korja kaHan oTKpbIT, uepe3 JMIMAHBIA GHCIIOi MoxeT mpoxomuts g0 10°-10°
HOHOB B CEKYH/y, TO €CTb OTKPBITUE OTHOCHTEJBHO MAJOr0 YHCIIa KaHalOB HPHBOJMUT K 3HAYMTEIBHBIM M OBICTPBIM
W3MEHEHUSM DJIEKTPUIECKUX CBOUCTB MeMOpaH (P. I'ennuc, 1997). OTKpbITHE HATPHEBHIX W KaJBIMEBBHIX KaHAJIOB ILIa3-
MaTHYECKOH MEMOpaHbI MPUBOAUT K MOCTYIUICHHIO 3TUX MOHOB B KIIETKY M ACHOSIPH3AlMi MEMOpaHBI, B TO BpeMs Kak
OTKPBITHE KAJINEBBIX U XJIOPHBIX KaHAJIOB - K THIIEPIOJIPU3alK MeMOpaHbl (CyMMapHbIi 3apsiJi HUTOIUIa3Mbl CTAHOBUTCS
OoJee OTpPHULIATECIIHLHBIM).

Kanauel, oTKpbIBaronyecs: nMpyd U3MEHEHMH NMOTEHIHMAana MeMOpaHbI, OTHOCATCS K TPYIIIE MOTeHIHAI-3aBHCHMBIX
HOHHBIX KaHAJOB; KaHAJIbI, Yb€ MPOIYCKaHUE PETYIHPYETCS 3a CUCT CBS3bIBAHUS BHYTPH- M BHEKJICTOUHBIX JIMTAHIOB,
Ha3bIBAIOTCS JIMTAH/-YNPaBJisieMbIMH HOHHBIMH KaHaJaMHu. KpoMme Toro, ecTh KaHaNIbI, PEryInpyeMble (PU3NIECKIMU
CTUMyJIaMH (TIOBBIILICHUEM TeMIepaTypsl, pacTsakenueM U T.1.) (R. Felix, 2000).

Perynmpyemble HOHHBIE KaHAJIbI, y4ACTBYIOIIME B IIepejaue CUrHaia, B OTBET Ha ONPEACICHHBII BHEITHII CTUMYJT OBICTPO
M3MEHAIOT MEMOpPaHHYI0 IPOHHLIAEMOCTh JUISL ONpPENENCHHOTO HOHA, TPH 3TOM IPOHCXOAWUT W3MEHEHHE TpaH-
cMeMOpaHHOTO ToTeHIana. CyIIecTByeT HeCKOJIbKO TpeOOBaHM K pabOTe TAaKOro poja KaHajoB: 1) BHEIIHWN CHUTHAT
JIOJDKEH BBI3BIBATH OBICTPOE MEPEKITIOYEHNE MEXIYy OTKPBITBIM M 3aKPBITBIM COCTOSHHMSIMU KaHaja; 2) HOBOE PaBHOBECHE
WM CTAIIMOHAPHOE 3HAUYCHNE MEMOPAHHOTO MMOTEHIMANA JIOJDKHO YCTaHABIIMBATHCS OBICTPO.

VoHHBIE KaHaIBI MOTYT HAXOIUTHCS B OTKPBITOM U 3aKPBITOM COCTOSTHHH, a MPOLECC MEPEX0/a U3 OIHOTO COCTOSHUS B
Ipyroe o0o3HauaeTcs Kak mpormyckaHue (gating). Ilommmo 3Toro, mHoTeHIMAN-3aBHCHMBIE KaHAlIbl MOTYT ObITh B
WHAaKTUBUPOBAHHOM COCTOSHMH, YTO MOJpPAa3yMEBacT MX HECIIOCOOHOCTh B JAHHBIH MOMEHT BPEMEHHM OTBEYaTh Ha
PETYISTOPHBIE CUTHAIIBI (OTCYTCTBHE ITPOBOIMMOCTH Ha (DOHE CTOMKOM nenossipusannu) (puc. 1).

Kanaier 00:1a1aF0T HOHHOM CeJIeKTHBHOCTBIO, TO €CTh OHHU CIIOCOOHBI IMPOITYCKaTh HEKOTOPHIC HOHBI HAMHOT'O JTyYIIIE,
yem apyrue. CeleKTHBHOCTh KaHalia OMPEAEISIeTCs] 0COOCHHOCTSIMU CTPOSHHSI €r0 TIOPOBOH 4acTH, pa3MepoM HEPEHOCUMBIX
HOHOB, PACIOJIOKEHHEM CIHEeIU(PUIECKUX aMHHOKHCIOTHBIX OCTATKOB B HECKOJBKHX KIIFOUEBBIX MECTaX BHYTPEHHEH
MOBEPXHOCTH KAaHAJIA, & TAKXKE BBICOTOW 3HEPTETHYCCKHX 0aphepoB, MPEOOICBACMBIX HOHOM IPH TPOXOXKIACHHU Yepe3
kaHas. Kpome Toro, Bo BHYTpEHHEH MOJOCTH KaHAJIOB CYIIECTBYET CAMOE Y3KOE MECTO, KOTOPOE MOXKET BBIIOJIHSATH POJIb
(GunbTpa, MPOIMyCKasi HOHBI COOTBETCTBYIOIIEro nuamerpa. OIHAKO OIHO 3TO HE MOXET OOBSICHHTH BBICOKYHO HOHHYIO
CEJIEKTHBHOCTb, HAIPUMEp, KAIUEBbIX KAHAJIOB, KOTOPbIE HE MPOMYCKAIOT MOHBI HATPHS, HECMOTPS HA MX 3HAYMTEIHHO
MEHBIIHIA pa3Mmep 1o cpaBHeHuro ¢ nonamu kanus (R. Felix, 2000).

BenkoBast cipykrypa, (hopMUpyroIas COOCTBCHHO MOPOBBIA KOMIUICKC, B IMTOTCHI[UAN-3aBUCHMBIX MOHHBIX KaHAJTaX CO-
crout u3 2, 4 wim 6 ruapohOOHBIX CETMEHTOB, BCTPOCHHBIX B MEMOpPaHy, OJIUH U3 3TUX CETMCHTOB MMCEET YHHKATBHYIO TIOCIIC-
JIOBaTeIbHOCTD MOJIOKHUTENBHO 3aPSHKEHHBIX OCTATKOB aMHHOKHUCIIOT (JIM3UH, apIMHUH) U BBIMOJIHSAET POJIb CEHCopa 3apsizia (uc.
2). 3amenenne moTeHMaia MeMOpaHbl TIPUBOIUT K KOH(DOPMAITMOHHON TIepecTporKe TPaHCMEMOPAaHHBIX CETMEHTOB, B TOM
YHCIIe CETMEHTa, HECYIIIETO CeHCOP 3apsifia, PE3yJIbTATOM 3TOTO SIBJISCTCS aKTUBALMsE (OTKPBITHE) HOHHOTO KaHaua.

C cyObemuauIIaMH, (HOPMHUPYIOIIMMHI MMOPOBYIO YaCTh MOTCHIMATI-3aBUCHMBIX HOHHBIX KAaHAJIOB, MOTYT B3aMMOJICH-
CTBOBaTh TaK HAa3bIBACMBIC IOMOJHUTCIBHBIC (BCIIOMOraTelIbHBIC) MOJICKYJIBI, HAIpUMEp, OCJKH, acCOLMHUPOBAaHHEBIC C
MIPOTEMHKUHA301 A, OEJKH C IIarepOHHON aKTUBHOCTBIO W Jp. DTH OETIKOBBIE MOJIEKYJIBI UTPAIOT OCOOYIO pOJIb B KOHTPOJIE
WHaKTHBAIIMH, SKCIIPECCHU M BHYTPHKJIETOUYHOIO TPAHCIIOPTA MOHHBIX KAHAJIOB, YAaCTO SIBJISIOTCS y4aCTKAMH CBSI3bIBAHUS
SHJIOTEHHBIX U AK30T€HHBIX PEryJIsSTOPOB.

Jlurann-ynpapnsieMble HOHHBIC KaHAJIbI (HUKOTHHOBBIC AllCTHIXOJIMHOBBIC, CEPOTOHUHOBBIC U APYrue) (pakTHYeCKH
MPENICTABISIOT COOOW PEIENTOPhI, UMEIOIINE B CBOCH CTPYKType KaHaj, KOTOPBIC OTKPBIBAIOTCS IPH B3aUMOACHCTBHU
pelenTopa ¢ BHEKJIETOYHBIM JIMTAHAOM. Bce NHraHi-ynpasisieMble WOHHbIC KaHAJIbl COCTOST M3 ISITH CYOBEAMHHIL,
OKPY’KaIOIIMX MOPOBYIO 4YacTh. Kaknas cyObeMHMIIA, B CBOIO OYepe/b, COCTOUT M3 OOJBIIOr0 BHEKJIETOYHOIO OMEHA U
YeThIPEX TPaHCMEMOPAHHBIX TOMEHOB (puc. 3). BHeKkIeTouHbIe (hparMEeHTHI KOMIDICKCA YYaCTBYIOT B CBS3bIBAHHM JINTAH/IA,



TOrga Kak TpaHCMEMOpaHHBIE CETMEHTHI MPETEpPIEeBAIOT KOH(POPMAIIMOHHBIE W3MEHEHHS IIPH JIUTaH-PEHEeITOPHOM
B3aMMOJICHCTBIH 1 00ECIICYMBAIOT TIPOHHUIIAEMOCTh KaHajla JIsl HOHA.

Tl'omomnoruss aMHHOKHCIIOTHBIX TIOCIIEOBATELHOCTEH B CYOBCAMHWIIAX MOXET nocturath 70% B TIpenenax OIHOTO
nentamepHoro komrwiekca U 30-40% Uil pasHbIX KaHAIOB JaHHOIO ceMmedcTBa. Bcee mpeacraButenn cemencTBa
JIMTaHTyNPaBIIse-MbIX MOHHBIX KAHAJIIOB MMEIOT TaK HA3bIBAEMYIO LIMCTEHHOBYIO METIIO BO BHEKJIETOYHOM JOMEHE, KOTopas,
BEPOSTHO, MPUHUMAET yJacThe B akTuBanuu kaHama (N.L Absalom, 2004).

Perymsmus sxcripeccu O€TKOB-KOMIIOHEHTOB HOHHBIX KaHAJIOB YPE3BBIYAHO CIIOKHA, BKIIIOYAET B CE0S MEXaHU3MBL,
peayemMble B AWHAMHKE Pa3BUTHS KICTOK M TKaHW, IPU TMOIACPKAHUH KIETOYHOTO TOMeocTa3a (B TOM YHCIE TIPH
WU3MCHCHUHN (DYHKIMOHAIFHON aKTHBHOCTH MOHHOTO KaHAla), a TAKKE JBOJIOIMOHHBIC MCXaHH3MBI, PE3YyJIbTAT JCHCTBHS
KOTOPBIX OYEBHUJICH P CPAaBHEHUU HKCIIPECCUU MOHHBIX KaHAJIOB y pa3HbIX BUIOB KHBOTHBIX (B. Rosati, 2004).

YcTaHOBNIEHHE B3aWMOCBSI3M MEXKITY TPAHCKPHUIIIHEH KaKOro-THOO T'eHa, KOIUPYIOIEro OeJlIoOK MOHHOTO KaHaia, U coO0-
CTBEHHO OENKOM, SIBJIICTCS BeChbMa CJIOJKHOM 3a1aueid, KONb CKOPO THIEPIKCIIPECCHs KIOHMPOBAHHOTO T'€Ha B KIIETKE, KaK
MPaBUIIO, MOAPA3yMEBAET MPUCYTCTBHUE SHIONCHHBIX MOJIEKYI HOHHOTO KaHaja JaHHOTO Tula. BmecTe ¢ TeM UMEHHO B 3TOM
HAIPABJICHUM KJICTOYHOW W MOJICKYJIIPHOW OHMOJIOTMU JOCTUTHYT 3HAYMTENBHBIN MPOrPECC, YTO MO3BOJIMIO YCTAHOBHUTH Clic-
JIYIOIINE 3aKOHOMEPHOCTHU PETYIISILMY SKCIIPECCHY HOHHBIX KaHasioB B KieTkax (C. Hubner, 2002, B. Rosati, 2004):

1. Perymsmmst sKcipeccri OCyIIeCTBISIETCS Ha BCEX YPOBHSX IEMOYKH «TPAHCKPUIILINS TeHA - MPOIIECCHHT W TPAHCIISIIHS
MPHK - mponeccunr 6emnka - ¢popMupoBaHHE MYJIBTIMEPHBIX KOMIDIEKCOB - TPAHCIIOPTHPOBKA KOMIUIEKCOB K MEMOpaHe -
(dopmupoBaHHEe KaHala B MeMOpaHe». Kpome TOro, CyIIeCTBCHHBIH BKJIAJ B W3MCHCHHE SKCIIPECCHHM MOXET BHOCHTH
pEryJISLus Ha TAIe Pealn3alliy KaHajIoM ero (yHKIMU U B IPOLIECCe Jerpalaliii OeKa B KICTKE.

2. ®yHKIMOHAJIbHAS aKTMBHOCTh MOHHOTO KaHaja 4acTo MPUBOJUT K M3MEHEHHUIO TPAHCKPUILIMOHHON aKTUBHOCTH B
KJIeTKe (HampuMep, MHOTHE TPAHCKPHIIIMOHHBIE (DaKTOPHI MMEIOT BBICOKYIO YYBCTBHTEIBFHOCTH K BHYTPHKICTOYHOW
KOHIICHTPALINH KaJIbIH), BCICACTBHE YET0 3KCIPECCHS JTAHHOTO WIIM HHOTO THIIAa HOHHBIX KAHAJIOB W3MEHSCTCS.

3. EcTecTBEHHBIMU PETYJISITOpaMHU SKCIIPECCUM MOHHBIX KaHAJIOB SIBIISIIOTCS] HEUPOTPAHCMUTTEPBL, TOPMOHBI, TUTOKUHBEL.

4. KnetouHblii «aneKTpo(hM3NONIOrHIecKHil (DEHOTHIT» SIBISIETCS OTPHKEHUEM COBOKYITHOM M JJMHAMHYECKH MEHSIOLICHCS
SKCIPECCHH TEHOB, KOJUPYIOIINX OCJIKM HOHHBIX KaHAJIOB.

5.MyTanun TeHOB, KOIWpYIOMKE OEJIKM HMOHHBIX KaHAJIOB, MOTYT BBI3BIBATh KaK IIOTEPIO, TaK W YCHIICHHUE
(yHKIMOHAJIHHOM aKTHBHOCTH COOTBETCTBYIOIIETO HOHHOTO KaHaja.

6. C y4eToM TOrO, 4TO KaXKIbIi OCIIOK MOHHOTO KaHaia KOIMPYETCS ABYMs aJUICIsIMH I'eHa, MyTalus B OJHOW
alJIeNid, CONPOBOXIAIOMIAACA TMoTepeld (YHKIMOHATBHONH AaKTHBHOCTA CHHTE3HpPYeMOro Oelika, NPUBOIUT K
KOMIICHCATOPHOMY  YBEJIIMYCHUIO TPAHCKPUNIHWK  aJbTEPHATHBHON aJUleNd, YCHJICHHIO TIPOIECCOB  COOpKH
MYJBTAMEPHBIX KOMIUIEKCOB M TOPMOXKEHHIO IpoIiecca erpalalliii COOTBETCTBYIOIINX MOHHBIX KaHAJOB B KIIETKax. B
pe3yibTaTe 3TOTO C BABOE yMeHbIIeHHOTO KonmmdecTBa MPHK cuHTe3npyeTcs MpakTHYECKH HOPMalIbHOE KOJIHMYECTBO
Oenka, a (PCHOTHIMICCKH TaKash MyTalUsl HE POSIBUTCS.

7. Ilpy HapylIeHUU TPAHCKPUIILUOHHBIX WM MOCTTPAHCKPUIILIMOHHBIX KOMIIEHCATOPHBIX MEXaHU3MOB (YTO Xapak-
TEPHO IS HEKOTOPHIX THIIOB MOHHBIX KAaHAJIOB) SJCKTPO(PHU3MONIOTHIECKHAN (PEHOTHII KISTKH MEHSETCS BCICICTBHE
CHIDKEHHS KOJIMYECTBA M/MIH (PYHKIIMOHATFHONH aKTHBHOCTH CHHTE3UPYEMBIX OCITKOB HOHHBIX KaHAJIOB.

Myranus reHa NPUBOAMUT K CUHTE3Y Ae(EKTHOrO OEIKa-KOMIIOHEHTHI MOHHOTO KaHalla, YTO MPOSBIIACTCS H3MCHE-
HUEM KMHETUKH U MOTEHIMAJI-3aBUCUMOCTH MHAKTUBALMM, HAPYIICHUEM MEXaHHU3MOB OTKPBITUS U 3aKPBITUS KaHaja.
Hanpumep, Oonee mo3nHee, HO MEPCUCTEHTHOE OTKPHITUE HATPUEBBIX MOTCHIUAN-3aBUCHMBIX HOHHBIX KAaHAJIOB, Xa-
pakTepHoe 1 QYHKIMOHUPOBAHUS Ae(PEKTHOTO OelKa, KOAUPYIOMETo CyOheINHHUITy 3TOTO KaHaja, MPUBOANT K TaK
Ha3bIBAEMOMY PE3UyaIbHOMY BXOJY HaTpHsl M PEHHHIIU-UPYET MUKIBI nenosipusanuu memopansl (R. Felix, 2000). B
CHIIy MYJIBTHUMEPHOCTH MOHHBIX KaHAJIOB MYTAIlH, aCCOLMUPOBAHHBIC C M3MCHCHUEM (DYHKIMOHAIBHOW aKTHBHOCTHU
COOTBETCTBYIOLIETO OeliKa, MPUBOAAT K 00Jiee BhIPAXKEHHBIM MOCIEICTBHUSAM JJIsi KICTKH, YeM 3TOT0 MOXHO OBbLIO OBl
0XKUJIaTh, CYJIS IO CTETICHH BBIPAKCHHOCTU ITCHETUYECKOTO Ne(eKTa.

IMoTeHuuan-3aBUCMMble HATPHeBble KaHAJbl YJacCTBYIOT B TeHEpAIH IOTCHIIHMANa ICHCTBUS B Pa3IMIHBIX
KJIETKaX, B TOM YHCJE B KJIIETKaX CKEJICTHON MYyCKYJNaTypHl, 32 CUET OCYIIECTBISEMOTO MU TPAHCIIOPTA HOHOB HATPHS
BHYTPb KIICTKH IO DJCKTPUYCCKOMY M KOHIICHTPAIMOHHOMY TpaaueHTy. biaromaps 3TtoMy MemOpaHa KJICTKH
Jernosipu3yercs (M3MEHeHUe IoTeHIuana MemOpanbl ot -85 MB mo +25 MB). Cnenyromas 3a stum ObicTpas
WHAKTUBALNS HATPUEBHIX KAaHAJIOB COMPOBOXKIAETCS MOBHIIMICHHEM MEMOPaHHOW NMPOHHUIIAEMOCTH JJIS MOHOB KaJusd,
KOTOpBIE, TTOCTYTIas B IATOIIA3MY, BO3BPAIIAIOT MOTEHIINA MEMOpPaHBI K ICXOJHOMY YPOBHIO.

MyTanuu TeHOB, KOAUPYIOIINX HATPHUEBbIE KaHAIBI, MOTYT IPHUBOIAUTH K yBEIHUCHHUIO (PYHKIIMOHAIEHOW aKTHBHO-
CTH 3THX KaHAJIOB, YTO COMPOBOXKIACTCS: 1) HEMONHOW WIM HEeCTAaOWIBHON WHAKTHBAIMEH KaHaja; 2) MOBTOPHBIMU
SMM30J]aAMH OTKPBITHS KaHala; 3) MAaTOJIOTUYCCKU YCHIICHHBIM HATPHEBBIM TOKOM; 4) CTONKOW MEMOpaHHOH Jerois-
pm3anueit. [TocnemHsas BRI3BIBACT BTOPHUYHYIO TOTEPIO (PYHKIMOHAIBHON aKTUBHOCTH OCTAIBHBIX HATPHEBBIX KaHAJIOB,
AKCIIPECCUPYEMBIX B TaHHOW KIIETKE, Jake TPH YCIOBHUU OTCYTCTBUA nedexToB OenmkoB 3tux kaHanoB (F. Lehmann-
Horn, 2003).



IMoTeHuuan-3aBuCHMbIe XJOPHbIe KaHAJbI YYaCTBYIOT B CTAOWIM3alMKd MEMOpPaHHOTO IOTEHHIHAama. JTO 0CO-
OCHHO OYEBHAHO B KJIETKAX CKEJIETHOW MYCKYJIAaTypHl, KOJIb CKOPO, B OTIIMYHE OT KJIETOK IPYTHX TKaHEH, MMOTECHITHAI
mokosit MmemOpansl Ha 80% ompenensiercs HOHAMHU XJIopa, a He Kallks. DJCKTPOTCHHBIH 3axBaT KJIETKaMH IMPOTOHOB
BOJIOPOJIa WIJIM MOHOB KalIbIMsI MOXKET OBICTPO MPUBOIUTH K AUCOANAHCY 3apsAIOB B KICTKE, COMPOBOXKIAOIIEMYCS
HapYIICHHEM JalbHEUIIEro BXoa KaTHoHOB. ClieI0BaTeIbHO, CyMMAapPHBI BHYTPUKICTOYHBIA MOJOKHUTEIBHBIA 3apsi]
TOJDKEH OBITh YaCTHYHO HEUTPANM30BaH I MOICPKaHMs TpalieHTa KaJbIysl FIIH IPOTOHOB BOAOPOA. ITO JOCTIKIMO
700 3a CYET UMIIOPTa XJIOPUA-HOHOB, JINOO 3a CYET FKCIOpTa HOHOB Kalws. B ckeneTHOH MycKyiaType MepBbId BapHaHT
perreHnss mpoOIeMBl JTOMHUHHPYET 3a CYET TOrO, YTO KOHIIEHTPAlMs BHEKJIETOYHOTo Xiopa B 20 pa3 BEIme, 49eM
KOHLICHTPAIIHS BHEKIICTOYHOTO KaJIusl.

MyTanuu reHOB, KOAUPYIOIIUX XJIOPHBIC KaHAJBI, IPUBOAAT K CHIKCHHUIO UX (DYHKIMOHAIBHOW aKTHBHOCTH 10 25%
W MEHEe OT MOJDKHOTO YpoBHS. IIpm 3TOM MpaKkTHYECKH BCE MYTAlMH TEHOB, KOIWPYIOMHX XJIOPHBIC KaHAJbI,
BBIPA)KAIOTCS B M3MCHEHUH MMOTEHIINAI-3aBUCHMOCTH KAHAIOB TIPH JEHOJIIPU3AINI. JTO aCCOUMMPOBAHO C Pa3BUTHEM
MeMOpaHHOW THITEPBO30YIMMOCTH, HAPYIIICHUEM CONPshKeHUs Bo30yxaeHus U cokpamienus (T.J. Jentsch, 2002).

K HacneIcTBeHHBIM KaHAIIOMIATUSIM OTHOCSITCSI CIICYIOIIUE BHJIBI TATOJIOTHU:

3a0o1eBaHusl MOYEK

CuagpoM baprrepa - HapylieHHWE TPaHCOIHUTENHAIBHOTO TPAHCIOPTa B IMOYKaX (HACIEACTBEHHAS TyOyJomaTws,
TUIOKAIMEMMYECKHIT alIKasio3, TUIEpPEHMHEMHUYECKHH THIEpAITbI0-CTepOHm3M) - MyTaimn K kanana (KCNJ1), C1" kanana (CLC-
NKB).

Bonesnr JleHTa - HapylIeHHE KaHAIBIIEBOIO JHJIOLUTO-3a, MPUBOJAIICE K MOYCKAMCHHOW O0Jie3HH (IPOTCHHYPUS,
runepkaibiypus, runepdocarypus) - myraums Cl1" kanana (CLCNS).

JHIOKPHHHBbIE 3200/1eBAHUSA

CeMeliHas IIepcHCTHPYIONIAs TUIIEPHHCYIMHEMHYECKAs THIIOMTMKEMES. HOBOPOXKIEHHBIX - MyTarust AT®-3apucumo-ro K*
kanasta (KCNQ11) nim accormupoBaHHOro ¢ HUM perentopa cynbhanniamoueBunsl (SURT).

3abo/ieBaHUsI KOCTHOI TKaHU

Hacnencreennsie ¢popmMbl ocTeoneTpo3a (OCTEOKIACTHI HE CIIOCOOHBI K A((EKTUBHOMN pe30opOIK KOCTHONH TKaHH) -
mytanuu C1" kanana (CLCN7).

HeBposornyeckue 3ad0JieBaHusA

Omuencus - mytaman K xananos (KCNQ2, KCNQ3), Na'kananos (SCN1A, SCN1B), CI' kaHajoB, acCOLMHPOBAHHBIX C
I'AMK peuentopamu.

Drmszoaudeckas aTakcus - myranun K™ xkananos (KCNAT).

Murpens - MyTapn Ca,” kananos (CACNATA).

Axpomarorcus - Mytanun 1l M®-perynupyeMbpIX Ka-THOHHBIX KaHaJloB.

I'myxora - mytamm K* kananos (KCNQ4), kornexcunos (GJB2, GIB3).

ApurMun

LQT cungpom (yammeenue muTepBana QT) - myramum Na* kamana (SCN5A), K kananos (KCNQI, KCNEI, KCNE2,
HERG).

KartexonamuHepriueckas NoJMMopQHas Kely0uKoBas Taxukapmus - myrtamun Ca,” kxananma, ydactsytomero B CICR
(RyR2).

ApuTMOTeHHas IPABOKEITYI0YKOBast quctuiasms 11 Tnma (HacieacTBeHHas KapuOMHOTaTst) - MyTarmi RyR2.

IlaToJiorus ckeJIeTHOH MyCKYJIaTypbl

MuacTeHust - MyTalui HUKOTMHOBOTO alleTHIXoJMHoBo-To perenrropa (CHRNA1) u acconmmposanbix Na* kaHasos.

3n0KadecTBeHHas rurneprepmust - myTtaruu Ca, " kananos (RyRI).

Muortonus - mytaimu CI” kananos (CLCN1).

K mproGpeTeHHBIM KaHAIOIATHAM OTHOCSATCSI HEKOTOPBIE BUIBI TUIIEPTPO(PHH cepa U CepIedHOi HeTOCTATOYHOCTH -
yYMEHBIIEHHE aKTUBHOCTH M skcripeccun (Ha 30%) K KV4.3 kaHANOB B KapMOMMOLIMTAX, YTO MPHBOJUT K HAPYLICHUIO
MpoIIecca PENoJSIPU3ANMU ¥ MPOJIOHTMPOBAHMS TMOTCHIMANA JICHCTBHS, MPUYEM HEPAaBHOMEPHOC B TKaHH Cephala
M3MCHCHHUE IKCIPECCHH 3THX KAHAJIOB SIBJISCTCS MPUYMHOM Pa3BUTHUS IeTEPOreHHOCTH IEKTPUICCKUX CBOMCTB MHOKap/a U
TMPOSIBIISICTCS HKEITYIOYKOBBIMU apUTMUSIMU; HEKOTOPBIC BHIBI (PHOPIIUIAINK MPEACEPIUA - CHIDKCHUE dKCIIpeccun L-Tuma
Ca," monnpIx KarHanoB L-tvna, K* womHBIX kaHamoB KV4.3, KV1.5; LQT cuxmpom, mumymvpyemsiii HI aHTaronmcramu,
TPUIMKIIMYECCKUMH aHTHICTIPECCAaHTAMH, HEKOTOPBIMH aHTHOWOTHKAMH - PE3YJBTaT MPSIMOTO AEHCTBHS KCCHOOMOTHKOB Ha
HEKOTOpPBIC KaJTMEBbIC KaHANbI, SKCIIPEC-CHPYEeMbIe B Kapauomuolmrax. J{ius Oone3nu AnblreiiMepa XapaKTepHO CHIDKCHHUEC
skenpeccrn Ca,'-akTuBupyeMbix K KaHanoB, MHTHOMpOBAHHME AKTHBHOCTH IOTEHIMAN-3aBHCHMBIX K' KaHalnoB B
THITIIOKaMITAJIbHBIX HEHpOHaX (TI0X0KHE U3MEHEHHUS HACHTUQUIUPYIOTCS B puOpodIacTax v IMMEPOIUTAX).

[lonrMaHye MEXaHI3MOB PETYIIMPOBAHNS AKTHBHOCTH U AKCIIPECCHH HOHHBIX KaHAJIOB B AJICKTPOBO30YIMMBIX H
AIIEKTPOHEBO30YIMMBIX KIICTKaX PACKPHIBACT HOBBIE ACTIEKTHI ITATOT€HE3a OOJIBIIOr0 KPyTa MaTOJIOTHYECKIX COCTOSHHM, CBSI-



3aHHBIX C HAPYIIEHUEM KIIETOYHOTO HOHHOTO TOMEOCTa3a, a TAKKe OOBACHIECT pa3HOOOpa3ne KIIMHUIECKON CUMIITOMATHKH
ripy 3a00JIeBaHISIX, 00YCIOBICHHBIX MyTallMsIMU T€HOB, KOAUPYIOUINX OEIKH HOHHBIX KaHAJIOB.

MoTeHuMan-3aBncMMble kKaHanbl nOJ'IﬂpI/IBOBaHHaﬂ MeM6paHa B Nnokoe OﬁpaTMMaﬂ nonapusauma MeMﬁpaHbl

BHEKINETOYHOE NPOCTPaHCTBO

BHYTPUKINETOYHOE NPOCTPAHCTBO

KaHan 3akpbIT KaHan OTKpbIT

WHaKTMBaUuA MNOBTOPHOE OTKPbITUE ’

BOCCTaHOBIEH Me\ AT MHaKTMBaums

KaHan 3akpbIT

Puc. 1. Pezynsayus akmusHOCMuU rnomeHyuan-3a8UucUMbix UOHHbIX KaHanos (F. Lehmann-Hom et al, 2003).

Puc. 3. Cmpykmypa nu2aHo-ynpaensemoz0 uoHHo20 kaHana (N.L. Absalom, 2004): A
— neHmamep cyb6vbeOUHUY, KAHANAA, YePHbLIM U8emom 8bidesneHbl y4acmKu
8A3bI8AHUA AU2AHOG, B —pacrnonoxeHue KaHana 8 MeMbpaHe, cnupanamu
0603Ha4eHbl AMUHOKUCA0MHbIE M0C1ed08amMenbHOCMU, hopMUPYIOUUE MOPOBYIO
uacme; C — cmpykmypa 00Hol u3 cy6eduHUY KaHAAa, 8 KOMopoli cepbim
ysemom 0603HaYeHb! YYaCMKU CBA3bIBAHUA AULAHOA, G YEPHbIM —
GMUHOKUC/I0MHble nocaed00s8amesnsHOCMU, hopMupyroujue moposyro 4acme u
yqacmeyroujue 8 GKMuUsayuu KaHana




