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CHnoOHTAHHO AKTHUBHI 10HHI KAHAJIH

MeMOpaH siIepHOI 000JIOHKHU

B eyxapiomnux Knimunax ceHemuyHuil anapam oomedceHull 10epHoi0 000I0HKO0I0, AKA CKAA0AECMbCS
3 080X MeMOpan, HYMPIWHbOI Ma 308HIWHBLOL, | MOdCe PO32NA0AMUCA AK Cheyu@iuna yacmuna
EeHOONNAZMAMUYUHO20 PEMUKYAYMA KAIMuHU. B adepnux membpanax 3naxooamvcs adepui nopu —
KOMRIeKcu, AKi 3a0e3neyyioms 8UCOKOCENeKMUBUL MPAHCROPH MAKPOMOJIEKYI | NACUGHE NepeHecenHs
ionig i manux moaexyn. Kpim mozo, y 6HympiwHiti ma 308HiWHIT MEMOPAHAX 0epHOi 000N0HKU OYau
onucaui 10HI KaHau, celeKmueni 00 xamionig ma auionis. @izionociune 3HAYEHHs YUX KAHANI8
NOBHICMIO 00CI He B8CMAHOBNEHO Uepe3 IX 8ANCKOOOCMYNHICIb Ol NPAMO20 eNeKmpoiziono2iunozo
00CHI0JCEHHSA, alle MU MOJICEMO NPUNYCMUMU, WO B0HU, UMOGIPHO, 8I0iepalomb 8ANCIUBY POLb Y
niOMpUMAHHI IOHHO20 OANAHCY MIdIC YUMONIAZMOIO/HYKIIeONIAZMOI0 A TIOMEHOM A0ePHOi 000I0HKU.
Y yvomy oenadi mu 3ibpanu ma npoananizyganu 0aHi w000 CHOHMAHHO AKMUGHUX [OHHUX KAHANIG,
AKI OyaU 3HAlIOeHT 6 MeMOPAHax A0epHOi 0OONOHKY KIIMUH DISHUX MUNIG, W0 0AN0 HAM MONICIUICMb
ynepuie Kiacugikygamu yi KaHaiuw ma npunycmumu ix @yHKyitine 3HAYenHsl.

Kniouogi cnosa: ionHi kaumanu, s0epHa 00O0NOHKA, A0epHA NOPA, 6HYMPIUHbOKIIMUHHA CUSHANI3aYis,
Kanvyiesuil cuenan, kaimunni oeno Ca’*.

BCTYII

Bigomo, 1110 0jHa 3 TOJTOBHUX XapaKTEPUCTHK
eyKapioTHOI KJIITHHHM € 1i KOMOapTMEHTali-
3anis. CucremMa BHYTPIIIHBOKIITHHHUX MEMO-
pPaHHHUX yTBOPEHb, OCHOBOIO SKHX € SHJIOIIa3-
matnuHuii petukynym (EP), Bimirpae Benuky
POJIb Yy HOpMadTbHOMY (YHKIIOHYBaHHI KJIITHHHU.
VY kniTUHHEX MeMOpaH HasBHI 10HHI KaHaJH,
crenu¢i9Hi 32 CBOIMU BIACTHUBOCTSIMH, 5IKi Ha
BiZIMiHY BiJl iIOHHHUX KaHaJiB IUTOIIA3MaTHIHOL
MeMOpaHH 3aJMIIAI0THCS HEIOCTAaTHHO BHB-
YeHUMH Yepe3 CKIAaJHOCTI y MpOBEACHHI
enexTpodi3ioNOTIYHNX JOCHiAXKEHb Oe3moce-
peIHBO Ha BHYTPIIIHBOKIITHHHNX MeMOpaHax,
HE TMOPYIIYIOYHU 1X HATUBHICTb.

l'eneTnuHuii amapaT KJIITHHH BiTOKpeM-
JICHUM BiJ PEIITH IUTOIIA3MH CHEIH(PIIHOIO
OpTaHeNol — SAepPHOI0 000IOHKOI, KOTPY
po3rnanawThs Ak dacTuHy EP, ockinbkm ii
30BHIIIHSA MeMOpaHa Ta MepUHYKJIeapHHH
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npocTip MopdonoriuHo 3B’s3aHi 3 MeMO-
paHor Ta nwomeHoM EP; a Takox MawTb
cmiyibH1 0i0XiMiuHI BiracTUBOCTI [5, 6]. Byno
Mmoka3aHo, 10 sjaepHa obosoHka, sk 1 EP,
Moxe QYHKIIOHYBAaTH SIK Kanblliese aeno [33,
36,42].

SAnepua obosoHka, 6e3mepeyHo, € HalO1Ib-
mroto nuctepruoro EP. Benukuii po3mip poouth
i emuHOI0 yacTHHOK EP B KiIiTHHAX CCaBIIiB,
NpUAaTHOW JJs npsaMux patch-clamp-peect-
pauiii. TakuM 4UHOM, MEeMOpaHU sAEepHOI
000JTOHKH MOXHa BUKOPHCTOBYBATHU IJif
JIOCHIJKCHHS I0HHUX KaHaliB pemtu EP.

JocuTe cynmepednuBUM 3aJUIIAETHCS
NUTaHHS mWoao ¢yHKUii IOHHHX KaHaliB
snepHoi 00onmoHKU. BBaxarwTh, 0 BOHU
BiIOBIIAOTh 3a MiATPUMAHHS CTajiol KOH-
neHTpanii pi3HUX 10HIB Y IEpUHYKIICAaPHOMY
MPOCTOPI Ta HYKJIEOIJIa3Mi MiJ Yac MEBHUX
¢1310JT0T1YHUX CTAHIB MPOTIAroM (QYHKIIO0-
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HaJIbHO1 aKTUBHOCTI KJIIITHHU. YCi iJepHi 10HHI
KaHaJM, AKi Ha ned yac Oynu omucaHi B
JaiTeparypi, IEMOHCTPYIOTH pi3Hi Oio¢izuuHi
BIIACTHBOCTI, mpoTe (i3ioNoriuHe 3HaYECHHS
TaKOro Pi3HOMAHITTS KaHAaNiB 3aJUIIAETHCS
He3po3yMinuM. OTKe, JOCHIJKEHHS 10HHUX
KaHaliB saepHoi 000NOHKHM NpenCTaBIsIE
iHTepec y Aekinbkox BimHomeHHAX. [lo-
nepuie, BOHM MOXYTh OpaTH aKTUBHY y4acThb
y perynsanii TpaHCHOPTY MiXK IIUTOIIA3MOIO Ta
HYKJIEOMIa3MOl, a TaKoX T€HETUHUYHOTO
anaparty kiaituau. [lo-gpyre, ui i0HHI KaHaIH
a1epHOi 00OJOHKH MOXHa PO3TIsAJaTH SK
kaHanu EP.

JocnimxeHHS 1OHHUX KaHalliB SOepPHOI
000NOHKM Ma€e HacaMIepe] BEeJIHKEe Teope-
THYHE 3HAYE€HHs, OCKIJNbKH CIpHi€ OiapII
ruOOKOMY PO3YMiHHIO MEXaHi3MiB BHYTpill-
HBOKJIITHHHOI perynsuii, 30kpeMa mnepegadi
KJIITHHHUX CUTHAJIIB BCEpEOHMHY sapa, IO
CIIPUYMHSE 3MiHH B aKTUBHOCTI T€HETUYHOTO
amapary. L{i mociigxeHHs Tal0Th MiACTaBy IS
MO/aJIbIIOTO BUBUCHHS BJIACTUBOCTEN SAEpHOT
000J10HKH Ta ii 3B’ 3Ky 3 TaKUMH Pi3i070Ti4-
HUMH SBUIIAMU B KJITHHI, SIK allONTO3, HEUPO-
JleTeHepaIlisi Toulo.

Mu cnpoOyBanu 3i0patu Bci Bigomi naHi
1010 I0HHUX KaHaJiB sAepHUX MeMOpaH, AKi
Oynu 3HaiifeHi B KJIITHHAX Pi3HUX THUIIIB, Ta
NOSCHHUTHU iX 3HAYEHHS y HOPMAalbHOMY
(GyHKIIOHYBaHHI KJIITHHH.

Ocobaugocmi 6y0osu ma yHKYioHY8aAHHSA
sA0epHoi 0bononku kuimuny. SInepHa o0oJI0HKa —
cneuudiyHa opraHesa, sika GopMyeThCs
BHACHIZOK PO3IIUPEHHS Ta 3MUTTs uuctepH EP
TaKUM YHHOM, 110 HABKOJIO SIAPa YTBOPIOETHCS
nojBiiHa cTiHka. L[ cTpykTypa xapakrepHa
IJs BCiX eyKapioTHHX KIiTuUH. SxepHa 000-
JIOHKa CKJaJaeThcs i3 30BHIMIHBOI Ta BHYT-
pilmiHBOi MeMOpaH, SKi pO3JiJeH] JTIOMEHOM,
a00 nepUHYyKJIeapHUM IPOCTOPOM, 3aBIIMPLIKU
20—-60 uM. MemOpaHu snepHOi 000JTOHKHU B
MopdosoriuHoMy BiAHOUIEHHI HE BiApi3-
HAIOTHCS BiJ] PELITH BHYTPILIHBbOKJIITHHHHUX
MeMOpaH: BOHH MalOTh TOBLIMHY OJM3bKO 7 HM
1 CKJIAA0ThCS 3 IBOX OCMiO(pUILHHUX IIapiB.

SAnepHa o0oMOHKA He NHUIIE OOMEXY€E
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FeHeTUYHUH MaTepiala KIITHHHU, BOHA € HaIliB-
NPOHUKHUM 0ap’€poM MiX LHUTOIJIAa3MOIO Ta
HYKJIeOIJIa3M010. TpaHCOPT Kpi3b snepHY
000JI0HKY 320€3MeUyI0Th YUCICHHI KOMIUIEKCH
snepuoi nmopu (NPC). Yepes 1i xomImiekcu
3MIHCHIOETHCS MacuBHAa AUGy3is 10HIB i
MOJIEKYJI 3 MOJIEKYJIAPHOIO MacOI0 MEHIIE HiX
40 xZla [31], a TakoX BHUCOKOCEJIEKTUBHUUI
AKTHUBHUH TPAHCTIOPT MaKPOMOJIEKYI — HYKJI€i-
HOBHUX KHCIHOT i nmpoTteiniB [2, 37, 39]. Kpim
TOTO, B 30BHIIHINA 1 BHYTPIWIHINA sAepHHUX
MeMOpaHax Oyiu BHUSBJICHI 10HHI KaHAIH, 110
JEeMOHCTPYIOTH pi3Hi 610()i3MUHI BIaCTUBOCTI
3aJIe’KHO BiJ TUIY KJITUH, B IKHX BOHHU Oyin
3HalieH].

30BHIUIHA Ta BHYTPIlIHSA MeMOpaHu saep-
HO1 00OJIOHKHM MarTh MEBHI Oi0XiMiuHI Ta
¢byHKUioHanbHI BigMiHHOCTI [25, 36, 60].
Mopdomnoriuai TOCHiAXKEHHS MOKa3alu, M0
30BHIIIHS AlepHa MeMOpaHa € IPOJOBXKEHHAM
EP [6, 25, 35, 61]. Lis memOpaHna, sk i capko/
€HIOMIa3MaTUYHUN PETUKYJIYM, MICTUTH
Ca*-AT®a3y, sika BiaMOBigae 3a aKTUBHUU
TpaHCHIOPT 10HIB Kaipuio [32]. BHyTpimHs
MeMOpaHa TiCHO B3a€eMoOJli€ 3 HYKJIeOCKe-
neroM (aminamu A, B i C) uepe3 perentop
no naminy B, a takox LAP1- i 2-nporein Ta
emepuH [53, 61, 62], myTanii sKUX NPU3BOAITH
0 BaXXKUX cragkoBux xBopoO [8]. o Toro
X, SIK MOKa3alu HeUoJaBHI JOCHIAXEHHS,
Ha0ip 10HHUX KaHaJliB Y BHYTPILIHiH 1 30BHILIHIH
MeMOpaHax sigepHOl 0OONOHKH CYTTEBO
Biapi3HsAeThes [25, 36, 16—19]. Kpim Toro,
snepHa o0onoHka, Tak camo sk i EP, BBa-
KAEThCS KaJbILI€BUM JIE€NO0, 3 SKOTO MiJa Yac
neBHUX (¢i3ionoriyHux aBuny (30yaxKeHHS)
BuBinpHI0OETECA Ca?t [4, 24, 33, 36, 44, 46, 51,
54]. Ilepui nocniIKeHHs, SIK1 MIATBEPIXKYIOTh
e NpunyueHHs Oyiu mpoBeleHI Ha 130J1b0-
BaHMUX fAApax KIITUH nedinku [42]. ABTopu
MOoKa3alu, O Li 4Apa MOXYTh aKyMYJIIOBaTH
Ca?" AT®-3ai1eXHUM YUHOM 1 BUAIASATH HOTO
npu arutikamii ino3utontpudocdary.

OTxe, sinepHa 000JIOHKA KJIITHHU BUKOHYE
HE JIMIIe CTPYKTYpHY QYHKIiI0, a TaKOX Oepe
AKTUBHY y4YacTh y BHYTPIIIHbOKIITUHHIN
CHrHaJji3amii.
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Komnnexc adepnoi nopu — ¢ynxyionanvna
ma cmpykmypHa 00uHuys 000J0HKU A0pda
kaimunu. JOCHiKeHHs 3 BUKOPHUCTAaHHAM
eJIEKTPOHHOT MiKPOCKOTIii TOKa3all HassBHICTh
y sSiAepHii 000JOHLI NyXe XapaKTEepHUX
YTBOPEHb — SIAEPHUX HOP, AKI IPOHU3YIOTH
obunsi sgepHi memOpanu [29, 37, 39]. B
AAepHiN mopi 30BHIMIHS Ta BHYTPIlIHI MeMO-
paH{ 3IMBAIOTHCA, BHACIIAOK YOTO CIOJY-
4alThCs HUTONJAa3Ma Ta HyKJIeomja3Mma,
YTBOPIOIOYHM KaHaJ AiaMeTpoM Onu3bko 90 HM
[20, 35]. ¥V upomy kaHaii 3Haxoguthcst NPC,
AKUN ABJsie c00010 BeaWYe3HY HAAMOJIEKY-
JISIpHY CTPYKTYpy Macoro nmoHan 125 MJla ra
ckiagaetrhes 3 moHaa 100 okpemMux GiTKOBHX
MOJIEKYJ — HykJeonopuHiB [35]. ¥V kiiTuHax
xpebeTHHX BUsABIEHO Oinpm Hixk 30 pi3HHUX
HYKJICOTIOPHHIB, 3 IKMX OiJbIIICTh PO3YMHHA 1
nume 2 Oinku iHTerpoBaHi y memOpany. B
NPC mnpencrasieno 8—24 korii KO)KHOTO 3 IIUX
o0inkiB [34, 49, 50]. ¥V cknanmi OinpmrocTi
HYKJICOTIOPUHIB HasiBHI Tak 3BaHi FG-noBTOpH,
30araveHi Ha 3aJUIIKY QeHIIaNaHiHy Ta DIiHUHY,
AKi HeOOXiJH1 U1l 3B’ sI3yBaHHS 3 PEeLENTOPaMHU
(cmeuudiyHUMHU IS AAEPHOTO IMIOPTY Ta
eKCIOpTY) 1 3a0e3MeuyoTh TPaHCIOPTYBaHHS
MOJIEKYJI KPi3b AllepHY 000JIOHKY.

CkJIagHUM KOMIIJIEKC MOP Ma€ OKTaro-
HallbHY CHUMETPil0 Ta BKJIOYAE TPH PAAHU
IrpaHyl po3MipoM OIHU3bKO 25 HM, MO § MITYK
Yy KO)XHOMY — TPH TOJIOBHI KiJIbL, SIK1 YKJIaJleHi
oxHe mig onaUM [1, 29, 59]. OnuH psax 1eKUTH
3 00Ky HYKJIEOIUIa3MH, IPYTuid — 3 00Ky LUTO-
NJa3MH, TPETilk —pOo3TalIOBaHUN B IIEHTPAIb-
Hill gactuHi mopu [43, 50]. LleaTpansHe, abo
JIOMEHaJbHE, KiJblle Ma€ 8§ BUMNHUHIB, IO
OTOUYYIOTh LEHTpajlbHE SIAPO CTPYKTYpHU, B
AKOMY 3HAXOIHMTHCS caM KaHal [bOTO KOMII-
nekcy. locmigxeHHs e1eKTpoHHOI Ta guyopec-
LHEeHTHOI MiKpOCKOMii moka3aiu, o AiaMeTp
BHYTPIIIHBOTO KaHANy SIAEpHOI MOPU HpHUO-
JIU3HO 6 HM, a oBXHKHA Onu3bko 15 HM [1, 26].
Big nuTomiazMaTHYHOIrO KiJdblld BiIXOOATH 8
BHUPOCTIB y LIUTOIJIA3MYy, @ 8 BUPOCTiB HYKJI€O-
MJ1a3MaTHYHOTO KiJbIs YTBOPIOIOTH KOLIUKO-
NoAi0OHY CTPYKTYpY, fKa CIOJYYAETHCS 3
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HykieockenetoMm [22, 27]. Takum unnom, NPC
Oepe ydacTh B oprasisauii CTpyKTypH siapa.

Ilig gac nmoxminy kaituau NPC posna-
JAlThCS Ha OKpeMi HYKJIEONMOPHHHU, fAKI
MOIIUPIITHCS Ha BCIO KiiTuHy [34]. BBa-
)KaeThes, wo po3nag NPCs cynpoBOaXKyeThCs
dochopunroBaHHAM JAeIKUX OiNKIB saepHOL
nopu. Ilicns pyilinyBaHHS sinepHOi 000JOHKH
OKpeMi HYKJICOMOPHHU 30MparThCcs B MEBHI
CKYNYEeHHs, SKi MOXHa CHOCTepiraTu y
nuromiasmi. @opmysanus NPCs npu yTBopeHHi
HOBOT A7IepHOT 0OOJIOHKH MICIISt PO3MOALUTY KIIITHHH
He noTpelye CHHTE3Yy HOBHX MPOTETHIB, OCKIIBKH
KOMIIOHEHTH KOMIIJIEKCIB SII€PHUX TOpP 30H-
paroTbes Binpasy Xk micis Mitosy [23].

HlinbHicTh SNEPHUX MOP 3aJEXKHUTh Bif
THUIY KJIiTUHH, 1i ¢izionoriyHoro crany Ta
MeTabosiuHoi akTuBHOCTI [39]. Tak, HanpuK-
nmajx, y remaronuTax minbHicte NPC cTano-
BUTH puOinu3Ho 10—15 mop Ha 1 mxm? [55],y
Heliponax [Typkinbe — 19-25 mop Ha 1 MxMm?, B
onirogeHApoNuTaX — 5—7 mop Ha 1 MKMZ
3arayipHa KUTBKICTB SA€PHUX MOP HA OJIHE SAPO
HelipoHa Bapitoe Big 18451 +2336 (y neliponax
[Iypkinbe) mo 621 + 394 (y rpanyisipHHX
HelipoHax). Y rmianbHUX KJIiTHHAX LIIJBHICTh
AAEPHUX TOP Ha OJHE SAAPO AEII0 HUX4Ya i
cTaHOBUTH Bix 1782 + 162 (y nmporomiazma-
TUYHHUX acTporurtax) a0 402 £ 67 (B ouiro-
neHapomurax) [23].

€ nani, WO 1HKOJHW AAEPHI MOPH MOXYTh
YTBOPIOBATH KJacTepu 3 ABOX 4YM Oinbuie
NPC. VYV wneiiponax IlypkiHbe Taki kjacte-
PH30BaHi KOMIIEKCH SIACPHUX TOP CTAHOBIIATD
82 % Bin 3aranbHOI KiIBKOCTI MOP B AAEPHIH
obonoHLi, a B iHTepHEeHpoHax — 44 % [23].
®di31010T1YHE 3HAYEHHI LHOr0O SBUINA 3ajIH-
IIA€THCA HE3 SICOBAHUM.

Yepes NPCs 3gilicHioeThCS ABOOIUHE
MepeHeCeHH 10HIB 1 MOJEKYJI MiX IHUTO-
MJ1a3MOI0 Ta HYyKJIEOIIa3MOI0, IKe MOXe OyTH
JNIBOX BUJIB — aKTUBHUH 1 macuBHa audys3is.
3a paxyHOK aKTHBHOTO TPaHCHOPTY Kpi3b
A1epHi HOPH NPOHHUKAIOTH HYKJIETHOBI KUCIOTH
Ta TPOTEIHM; I LHBOTO BUKOPUCTOBYETHCS
enepris rigponizy ['T® 3a nassHocTi Ran, ska
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e Ras-cmopinnenow I'T®azow [29]. Kpim
TOT0, O17KH, 5IKi IEPEHOCATHCA B IAPO MOBUHHI
MaTH cnenudidHi CUTHAIbHI MOCTiIJOBHOCTI,
Tak caMO W MOJIEKYJH, SIKi 3 siApa MOBHHHI
noTpanuTtu y unutomiasmy [13, 57]. Huni
BiloM0 0e31i4 SJepHUX CUTHAJIBHUX IMOCIHIi-
JOBHOCTEH pi3HUX O1IKiB TBApUH, IPIKIKIB 1
pOCIHH, SKi BHI3HAKOTHCSA cHenupivHUMU
TPaHCHOPTHUMHU pELENTOpamMH, L0 3B -
3ytotees 3 NPC [29, 37].

[TacuBHO Kpi3b sAAEpHY HOPY MOXYTb
NpOHUKATH MoJjekynu macoro no 40 xlla ta
ioHu [31]. Xoua 3a TpagMmiHHOIW TOYKOIO
nornsany NPCs He mepemkokaroTh nepecy-
BaHHIO 10HIB 3 IUTOIIA3MHU y PO 1 HABMaKH,
OCTaHHI AOCII/PKeHHS MMOKa3allu, Mo SAepHi
NOpHU TaKd CTBOPIOIOTH Oap’ep Ay BinbHOI
audysii. Tak BuBinbHeHHs Ca’' 3 sgepHOi
000JTOHKH MOXE€ MOJYNTIOBAaTH MAaCHUBHHUH
TpaHcnopt uepe3 NPC [54, 58].

Jesiki HayKOBILi BHCJOBIIOIOTH HNPHUITY-
meHHs, 1o y NCP kpim neHTpanbHOTO KaHaly
MOpH, Yepe3 sKUil 3AiHCHIEThCS aKTHBHUU
TpaHCIOPT Ta macuBHa Audy3is, € ¥ iHmi
JoaaTKoBi mepudepuvHi KaHaH, sKi 3a0e3-
NeuyTh pyx Heopraniuynux ionis (K, N*, H",
Ca’" rta CII) BcepeauHy uu Ha30BHi Agpa
HaBiTh Nig yac Tpancnopty uepe3 NPC Benu-
KOI MOJEKYJH, iKa MOXE 3aKpUBAaTH LIEHT-
panbHy nopy koMmrekcy. Lli kananu, iimoBipHO,
€ AT®- ta Ca*-3anexuumu [39, 52].

Mopdonoriuni Ta GyHKUIOHATBHI AOCTiA-
JKEHHS, SIKI TPOBOAMUIHN Pi3HI IPyNH BUCHHX,
NOKa3aldu TICHUK 3B SI30K MIX 10HHHUMH
KaHallaMH siiepHOi MeMOpaHu Ta SIEPHOIO
nopoto [9-12, 38, 39]. ExekTpoHHO-MiKpOC-
KOIIYHI JOCHIJKEHHS [MOKa3aad HasIBHICTH
BOCBMH MajuX NepuepuyHUX KaHaNiB, fAKi
PO3TALIOBYIOTHCS HABKOJIO LEHTPAJIbHOI TOPH
NPC [52]. Byno moka3zaHo, IO KiJIBKiCTh
10HHHX KaHaJiB, 3apEECTPOBAHHUX 3a JOIO-
Morowo mertony patch-clamp y kmituHax
IESIKHX THUIIIB, MOXe€ 30iraTtucs 3 KiIbKiCTIO
NCP [38, 56]. Kpim Toro, O0ymno 3pobieHo
NPUITYLICHHs, HIOM i 1B1 TPaHCIIOPTHI CUCTEMH
(kpi3p HeHTpaJbHy MOpPYy Ta nepudpepuuHi
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KaHalli), HE3BaXXalouu Ha CBOK (i3UUHY
BiJOKpEMJIEHICTh, MOXYTh B3a€MHO BIUIMBATH
OJIHA Ha OJJHY, IPOTE MEXaHi3MH IIbOTO BIIJIUBY
3aJMIIATEC He3 sgcoBaHUMU. Bcel mi maHi
HaBeJIM Ha AYMKY, HiOM 10HH1 KaHaIH OiHCHO
BXxoAsaTh A0 ckiaany NCP. Ane ue tBepn-
XKEHHS CIIPOCTOBYIOTH Mpalli iHIIUX HAyKOBIIiB
[18, 25, 36].

Otxe, NPC — He nume ronoBHa CTpyK-
TypHa CcKjJajaoBa saepHoi 000NOHKHU, BiH €
OCHOBHOIO CIIOJIYYHOIO JIAHKOI MIX IUTO-
MJIa3MOI0 Ta HYKJIEOIIa3MOI0, TPaHCIOPT
yepe3 AKY XapaKTepH3Y€e€TbCSI BUCOKOIO
CEJIEKTUBHICTIO.

louni xananu membparn 10epHoi 000I0HKU
knimunu. Enextpodizionoriuni BracTUBOCTI
sAepHOT 000OHKH MOYaNIH JOCHiXyBaTH 1€
y 60-Ti poku, IpoTe BIEpIIE 3apeeECTPYBATH
MOOJAMHOKI 10HHI KaHalW BAAaJOCS 3HAYHO
nizuime [38]. BusBunaocs, mo KpiM siaepHUX
nop, 4epes siki BigOyBa€eTbCs AAEPHO-IIUTO-
MJ1a3MaTHYHUI TPaHCIOPT, Y 30BHIIIHIN Ta
BHYTpIIIHI MeMOpaHax sinepHOi 000JOHKH
HasiBHI 10HHI KaHaJH, SKi CIOJIYy4YalTh IUTO-
mjaa3My i3 NepUHYKJICApHUM HPOCTOPOM. 3a
OCTaHHIN yac 3’sBUNacs HHU3Ka Npaub, SAKi
NiATBEPIXKYIOTh ICHYBAHHS SAEPHHUX 10HHUX
KaHaliB y 0araTboX THnax KiituH [3, 14-19,
21, 25, 36, 38, 39, 48].

Jns gocaikeHs BIaCTUBOCTEH MOOIMHO-
KX 10HHUX KaHaliB AJepHUX MeMOpaH
BUKOPHUCTOBYIOTH 130JIb0BaHi siapa [3, 15, 36],
a TaKOX MpOTeodimocoMu [25] 4u miockKi
nimigHi 6imapu [40, 48] 31 BOyqoBaHUMH B HUX
AepHUMHU MeMOpaHaMu. 3a HOMOMOTOIO
MEBHUX METOOAUYHUX MiAX0IIB MOXKHA JOCIIII-
XyBaTH BHYTPIIIHIO Ta 30BHILIHIO SIIEpHI
MeMOpaHu Ta iX 10HHI KaHaIu okpemo [36, 37,
48]. IIpoTe €eAMHUM METOAOM, SIKUU J1a€ 3MOTY
JOCHiAXYBaTH AAEPHI 10HHI KaHAJIW y iX
HAaTUBHOMY CTaHi, € BUKODUCTAHHA 130JIbO-
BaHUX saep [16-19].

ITig gac peecTpallii TOOJUHOKUX KaHAIIB
y BHYTPIIIHBbOKJIITUHHUX MeMOpaHax Oyio
BHSIBJIICHO 0araTo i0HHMX KaHaJliB pi3HUX TUIIIB.
YactuHa 3 HUX He moTpedye ans cBoei
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aKTUBalii XOOHUX CTUMYIiB, 1 TOMYy Taki
KaHaJIM Ha3UBaIOTHCS CHOHTAHHO aKTUBHUMH
ioHHUMH KaHanamu. Cepel HUX PO3PI3HAIOTH
KaTiOHHI Ta aHIOHHI KaHAaIH, SIKi BIAPI3HIIOTHCSA
3a cBOiMH 0i10()i3MUYHMMHU BIACTUBOCTAMH Ta
¢i31070T1YHUM 3HAYEHHSIM.

[lepmumu 3 I0HHUX KaHAIIB, SKi BIANIOCH
3apeecTpyBaTH Ha MeMOpaHax sinepHoi 000-
JOHKH, Oynau KallidCeNeKTUBHI KaHalu 3
OararpbMa piBHSIMH NPOBIJHOCTI, MaKCH-
ManbHa 3 akux cranoBuya 200 nCwum [38].

Huni BXe € Benwka KiJIbKICTh Ipalb, B
SAKHX, BAKOPUCTOBY0UH eJIeKTpodizionoriuni
MeTOAH, Oyau omMcaHi Majlo CEJEeKTHBHI
KaTiOHHI KaHaJu Ha BHYTPIIIHIX MeMOpaHax
knitTuH. OgHAaK BOHW He Oynum BUIiJNIEHI Ta
KJIOHOBAHI, aJi’)kKe J0Cl He 3HalaeHo 1X O0oKa-
TOPU YH 1HII1 MOJIEKYJH, 32 JOIMIOMOTOI0 IKHX
i KaHalM MOXHa iJeHTUu(iKyBaTH M03a
MeMOpaHOoIo.

Anepni memOpanu HelipoHiB [lypkiHbe
MICTATH KaTIOHHUN KaHaJ 3 BEJIMKOIO MPOBiJI-
HicTio (198 nCMm £+ 27 nCM y cCUMETPUIHOMY
po3uuni KCl). lleit kaHanm € mMalno cenek-
TUBHHUM JIO OJHOBAJEHTHUX KaTiOHIB (PNa/
P,=0,65) Ta He nponyckae IBOBaJEHTHI
kationu (Ca*', Ba*"). Bizomi moxynsatopu
KaTiOHHHUX KaHaliB (TeTpaeTHIIaMOHIH, aMiHO-
NipUIuH, pyTEHIyM pel, piaHOJUH, FelapuH,
La*", AT®, Mg?") He MalOTh KOJHOT'O BIUTUBY
Ha 1i kaHanu, 1 gume Ca*' ta Ba* y nyxe
BHCOKHX KOoHIeHTpamiax (100 mmons/n)
NPUTHIYYIOTh 1X aKTHUBHICTH [36]. ABTOpH
MPUNYCKAIOTh, M0 1[I KaHAJTW HEOOXigHI s
NigTpuMaHHS i0OHHOTO OajaHcy mig 4dac
BuBinbHeHHs1 Ca?" 3 spepHOi 000JNIOHKH B
AApax NUX HEHPOHIB.

Y BHyTpimHiil MeMOpaHi saep mipami-
nanbHUX HelWpoHiB CAl-IingHKH y CUMeET-
puunomy po3uuHi 150 mmons/n KCl Oynu
3apeecTpoBaHi KaHau 3 MpoBigHicTIO 220-260
nCwum [17]. Sx moka3anu moCHiau, B pO3YHHI
KCl/tpic-Cl, me kaTtioHHi KaHamu, AKi 3a
CBOIMHM KiHETHYHHUMH BIAaCTUBOCTSAMH Ta
MPOBIAHICTIO OJNM3BKI JO MaJIO CENIEKTUBHUX
KaTiOHHHUX KaHaJIiB, o OyJik oNKCaHi paHime
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B sapax HelpoHiB IlypkiHbe M0304YKa mypa.
YacTtoTa BiIKPUTOTO CTaHy KaHajliB Agep
HEHpOHiB MO304Ka Oyja TaKoXX MOTEHIlial-
3aJeXKHa, IPU BEIMKUX MO3UTUBHHUX MOTEH-
mianax (Oimpme Hixk +60 MB) xanamu maiixe
Bech yac Oynu BiAKPHUTI, a MPHU BEIUKHUX
HeTaTUBHUX noteHuianax (-60 MB Tta Hux4e)
3akpuBanucs [36]. OTxe, KaTiOHHI KaHANHU Yy
BHYTpIilIHIA MeMOpaHi sinep HelponiB CAl-
IIISHKU Timokamma MalwTb Oinplry 4yTiau-
BiCTh A0 3MiHM MeMOpaHHOTO MOTEHIiamy,
aJ)ke BOHHM NOBHICTIO NPHUTHIYYIOTHCA NIPH
MEHIIMX HeTaTHBHHUX nmoreHuiaiax (-40 mB).
Ili kananu, HMOBipHO, OEpyTh ydacThb y
perymsnii KaJapLi€eBOTO CUTHANY, 1 po301KHICTD
y HOTEHI1aJ3aJeXKHOCTI MOXKe 03HadaTH, 10
BOHH MO-Pi3HOMY pErynioioThcs. 30Kpema,
OinbIIa 4YyTJIMBICTH 10 HEraTUBHHUX IMOTEH-
miajiiB MoXe o3HauaTtu, mo Bukupg Ca’" 3
aaepHoi 000JOHKHM B TimoKaMIli Mae MEHLIY
TPHUBAIICTH.

AT®-3anexHi KayieBi kKaHaIu OyJIu 3HaM-
JeHi Ha sApax B-KJIiTHH MiAIITYHKOBOI 3271031
muii. L1 xananu aktuByTscss AJD rta
O0nokytoTecst AT® y miaBumenux (mini-
MOJISIpHMX) KOHIIEHTpauisix. byno nmokasaHo,
1o OJIOKYBAaHHS LUX KaHaiB NPU3BOAUTH OO
30inbmIeHHs KoHIeHTpanii Ca*' B sapi, BHAC-
JJI0K YOT0 aKTUBYETHCA (DaKTOp TPaHCKPHUIIIIii
CREB (Big anrn. CAMP response element-
binding) BmiMBa4YM TaKUM YMHOM Ha €KCII-
pecito reHiB [47]. Mu TakuM YHHOM IOSC-
HIOEMO 3B 530K MiX 3MiHOIO B MeTabomi3mi
KJIITHHU Ta i1 TEHETUYHOI0 aKTUBHICTIO Yyepes
aKTUBHICTH IIUX KaHAJIIB.

Jo uporo yacy 3aJuMmaeTbcs HEBH3-
HaueHUM (¢i3i0J0TiuHa pOJIb KaTiOHCEJEeK-
TUBHUX 10HHHUX KaHaJliB y BHYTPIIIHIH A1epHii
memOpani. Kananu, axi nponuksi gna K* ta
IHIIMX OJHOBAJEHTHUX KaTiOHIB, ajie HEMPO-
HukHI a1 Ca*t, o Oynu 3HAWICHI B AACPHIN
memOpani "HelipoHniB [lypkinbe [18, 36],
nipaMizanbHUX HelpoHiB rimokamna [17] ta T-
niMmdoodnactax [16]. Cxoxi kaHanu Oynu
omucaHi s MeMOpaH CapKOIIa3MaTHYHOTO
peTuKyilyMa KJIiTuH Oararbox TumiB [45].
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Binomo, mo capkomia3MaruyHUHA Ta €HIO-
NJa3MaTUYHUH PETUKYIYMH, a TAKOXK sepHa
000JIOHKa € KaJbIi€EBUM JEMO0, TOMY B HHUX
NOBUHEH OyTH MexaHi3M, SKHH 3amobirae
3MiHEHHI0O MEMOpaHHOTO MOTEHUialy Hij yac
BUXOJY Kalblilo 3 HUX opraHes. Takum
YUHOM, MOKHA 3pOOUTH NPUNYIIEHHS, IO Wi
KaHaJIK 3a0€3MeYy0Th NOTIK OJJHOBAJIEHTHUX
KaTiOHiB, SIKMH 3am00irae 3MiHaM MOTEeHLIiaIy
MijJ yac TPaHCIOPTY Yepe3 MeMOpaHy iHIIHUX
kaTioHiB, Hanpukaag Ca? [63, 64]. Kpim Toro,
y HOPOXXHHMHI €HAOMIA3MaTHYHOIO PETHKY-
nyMma BinOyBaeThcsa CHHTE3 1 MoauQikanii Beix
O1LIKIB KJIITHUHH, a IS iX TOJaJIbIIOT0 TPaHC-
NOPTYBaHHS BEJNIMKE 3HAYEHHS Mae MeMO-
PaHHMM MOTEHLiaMI.

Takox € maHi, AKl cBig4yaTh, IO 3MiHa
BHYTPIIIHBbOKJIITHHHOI KOHIIEHTpaLii 0JHOBa-
JICHTHUX KaTiOHIB JISKUTH B OCHOBI MEXaHi3MiB
amonTo3y. 3okpeMa, OyJl0 BCTaHOBIEHO, IIO
301/IbIIEHHS BMICTY 10HIB HaTPil0 CIPUYHUHSAE
HaOyxaHHS sIpa, a 3SMiHU KOHIEHTpalii i0HIB
Kalilo 3aiiMaloTh MPOBiJHE MOJOXEHHS Y
KOHTPOJIIOBAaHHI MPOLECIB MOMIUPEHHS Pi3HO-
MaHITHUX 3MiH y KJIITHHI I yac amonTtosy [7].

[HIIMM THTIOM CTIOHTaHHO aKTUBHUX 10HHUX
KaHaJiB BUABUJIMCS KaHaJM, CENIEKTUBHI 10
ClI. XnopHi kaHanum y KIiTHHAX MOXYTh
pPeryioBaTu KUcCJe cepeJOBHIIE Y KIITHHHUX
KOMIIapTMEHTAaX Ta eJeKTPOHEeHTpalizyBaHHs
nix yac rpancnopry ioniB (H* a6o Ca?") kpi3p
BHYTPIIIHBbOKJIITHHHI MeMOpanu. Kpim Toro,
10HM XJOPYy BiANMOBIAAIOTH 3a MiATPUMAHHS
CTaNoro TUcKy (Ta 00’emy) kaiTuHH [56].

II’ITh OCHOBHHMX THIIIB XJOPHUX KaHANiB
imeHTH(iKOBaHO HA Il Yac: KaHAJIH, OB’ sI3aH1
3 JiraHAKEpOBAaHUMHU PELENTOPaMH, & TaKOX
kananu poaunu CFTR, CIC, CLIC i CLCA.
Cepen Hux npeacraBHuku poauHu CLIC rta
nesiki 3 CIC excnpecyroTbcsi Ha MeMOpaHax
BHYTPIIIHBbOKJIITUHHUX OpraHes, 30KpeMa
€HIOMIAa3MaTUYHOTO PETHKYJIyMa, AAEpHOT
obononku, engocom [14, 30].

MonekynsipHa CTPYKTypa XJIOPHUX KaHaiB
Oyna mocnijkeHa 3aBASKHM KJIOHYBaHHIO iX
reHiB, i QyHKIII DX KaHaliB OyJIx BUBYEHI HA

100

MoJieKyIsspHoMy piBHi. Monekyna CIC ckna-
naetscs 3 18 cmipaneid, OinpmicTh 3 SKUX
HETOBHICTIO NMepeTuHae MeMOpaHy, 9 3 HHX
pO3TamoBaHi NePHEHANKYISIPHO A0 MOBEPXHI
MmeMmOpanu. Kanan mae Burnsaa pomo6a posmi-
pom 10x5,5x6,5 HM Ta BUNIHHAE 3 000X OOKIB
MmeMOpanu [30].

Bci CIC-kananu € romoguMepaMu. AHami3
TPUBUMIPHOT CTPYKTYPH BKa3y€ Ha HasABHICTb
JBOX OJHAKOBHX CyOOAMHHUIB, SIKI KOHTaK-
TYIOTh MiXX CO0OK Ha BENHKIH Mmiomi, 110
MICTHTB 110 YOTHPH CcHipai BiJl KOXKHOI 3 IUX
cyoonuunils. Ti CIC-kxananu, ski Oynu gociif-
XeHi Ha piBHI ogHoro kanany (CIC-0, CIC-1
ta CIC-2) 1eMOHCTpyBaJIM JBa YITKUX PIBHUX
3a aMIUIITyJOK PiBHS NPOBIAHOCTI, L0
BKa3yBajo Ha HasBHICTb y MOJIEKYJi KaHaIy
IBOX 1ICHTHUYHHUX MOP 3 OKPEMHMH CEJeK-
TUBHUMHU QiibTpaMu (MOCHiJOBHICTH CElleK-
tuBHOCTI sikux: CI"> Br > I"). Kpucranorpa-
(hiuHUE aHaTi3 MATBEPIUB 1€ CIIOCTEPEIKCHHS.
Binpmicts kananiB CIC 1eMOHCTPYIOTH YiTKY
MOTEHI1an3alle)XHICTh, KPIM TOTO, MalTh
MOABIMHUN BOPITHUN MEXaHI3M: IMO-Iepiie,
KOXHa 3 MOp KaHally MOX€ 3aKpHBaTHCS
He3anexHo 1 mBuuako (o 10 mc), a moTim
BiIKpUBaTHUCS NPHU JemoJisipu3anii; mo-gpyre,
€ MEXaHi13M, SIKWH 0JTHOYAaCHO 3aKpUBa€ 00U IBI
nopu Ha tpuBanui vac (10 ¢ — 1 xB) Ta
BiAKpuBae ix mpu rimepnonaspuszaunii [30].
BBaxaioTsp, 110 3aMUILIOK acnapTaTy B JOMEHI
D1 ngie six cencop Hanpyru. Bopitai MexaHizMu
KaHaJIiB 3aJie)XaTh He JIMLIE BiJ MOTEeHIiany, a
TaKO MOJYNIOIOTHCS KOHIEHTpALi€lo aHIOHIB
i pH nuronnaszmu [93]. CIC Oynu 3naiigeni y
capkomiazmMaTuyHoMy petukyinymi (CIC-1), B
€HJ0cOMax Ta CHHaNTHYHUX Be3ukynax (CIC-
3), enpomnasmMaTuyHomy petukyaymi (CIC-6),
nizocomax (CIC-7) [30], mpote, iiMmoBipHO,
BOHHU MOXYTb OyTH JIOKaJli30BaHi # Ha iHIIHUX
BHYTPIIIHBOKJIITHHHUX MeMOpaHax.

AHiOHHI KaHanu, ki Oynu 3HaAgeHi y
BHYTPIIIHIN sAepHit MeMOpaHi rpaHyJIsIpHUX
HelipoHiB 3y0OuacToi 3BuBuUHU [19] Ta B
30BHILIHIN sinepHid MeMOpani Jurkat-xiniTun
[16], iMmoBipHO, HanexaTh g0 ponuHu CIC,
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aJiKe 11 KaHaJIU JyXe MBUAKO QIYyKTYIOBaIH
MiX ABOMa OJHAKOBHUMH 32 3HAYCHHIM
PiBHSAMH NPOBITHOCTI.

[HIIOI0 POAMHOIO XJIOPHUX BHYTPIiLIHBO-
krituHHuX KaHaniB € CLIC. Ilepmum npen-
CTAaBHUKOM Ii€i pOAMHHU, AKUH BAanocs
BUIUIMTH Ta KJIOHYBaTH € aHIOHHHMH KaHal
AAEPHUX MeMOpaH KIIiTHH KOPOB’ 4401 HUPKH
p64 [14]. MonekynspHa Maca IbOTO KaHaly
64 x/la, ckiamaetrscsa BiH 3 437 aMiHOKHC-
JOTHHUX 3aJIMIIKIB Ta Ma€ JULIE OJHY AiITHKY,
mo neperuHae memoOpany [30]. ¥V aapax
MOHOIMTIB JIOAUHU OyJid KIIOHOBaH1 BHYTpilI-
HBOKJITHHHI XJopHiI kaHanu NCC27, abo
CLIC-1, ta CLIC-2. V kiiTuHax ccaBlliB OyB
xionoBanuii CLIC-3. Vci 1l kaHanu JeMOH-
CTPYIOTh BUCOKY TOMOJIOT1I0 OJIMH 10 OJXHOTO.
Ak 1 CLIC-1, tak CLIC-2, CLIC-3 o6yno
BU3HAYEHO Ha MeMOpaHi saepHOi 000I0HKH,
Jle BOHU CIPUYUHSIOTH PyX aHIOHIB Kpi3b Hel
[56]. Byno moxka3zano, mo CLIC-3 cBoim C-
KiHIEM CHOJYy4aeThCs 3 MITOT€HAaKTHBHOIO
npoteinkinazoto ERK7 (Big anrn. extracellular
signal-regulated kinase 7) i, MoxsuBo, O0epe
y4acThb y perymsauii pocty kiaitunu [14]. CLIC
Oynu BUSBIEHI Maike B yCiX TKaHHHAX
ccaBliB, ane HailOinpmu piBeHb iX ekcnpecii
CIIOCTEpIraeThCcsa B Cepli, HUPKaX, JETeHAX i
CKENIeTHUX M s3ax.

VY kiiTHHAX JoAuHK OyNK 3HaHACH] XJIOpHI
KaHaJH, I10 He BiTHOCUIIUCH 0 )KOJHOTO 3 IIUX
tunis, a came MCLC (Big anri. mid-1-related
chloride channel), siki 1okanizyBanucs rojios-
HUM YUHOM Ha €HJAOIJIa3MaTUYHOMY peTH-
KyayMi ta anapari [onbpaxi, xoua y cnepma-
TOLMTaX BUCOKA IX MIIIBHICTD cliOocTepiraiacs
Ha MeMOpaHax siiepHOi 000JIOHKH, L0 BKA3y€
Ha ydacTh LMX KaHaJiB y CIlepMaToreHesi.
MCLC y nux gociinax Manu mpoBigHicTh 70
nCM y cuMeTpudHOMY po3uuHi 150 MMoIb/n
KCI i Oyxnu 6inpi npoOHUKHI AJIs aHIOHIB, HIX
kationis (P /P ,=3,7). SIk nokasanu enexTpo-
¢i131070T14HI ZOCIIKEHHS, 111 KAHATH MOXYTh
NPOBOAUTH W 1HIII aHIOHW y TakKid Mocii-
nosHocTi: Brr > CI'> F -> SO 2 [41].

BHYTpIlIHBOKIITHHHI XJIOPHI KaHAJIH MO-
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KyTb OnokyBatuca Zn*' i Cd?*" y mikpomo-
nspHux koHuentpanisx. CIC € mamnouyT-
JUBUMHU 10 TaKUX KJIACHYHHUX OJIOKATOPiB
AHIOHHUX KaHaliB, SIK HiTpodeHiampomin-
amiHOeH3oaT, nudeHinamMminokapOokcuiar i
MOXYTb OyTH 3a0JOKOBaHMMHU HUMH JIHILIE Y
MiniMonspaux koHuentpauiax. CLIC 6no-
KyIOTh iHOaHiJOKcUaleTaT, JUCYIb()OHOBA
kuciota ta TS-TM-kanikcapen [30].

XnopHi kaHanu, mo OylIu 3HaAWJCHI B
MeMOpaHax AaepHOi 000JTOHKH Pi3HUX THUIIIB
KIITHH, Pi3KO BiAPI3HAOTHCS 3a CBOIMHU
O0iodizmunumMu BiactuBocTsaMu. Lli maHi
MiATBEPKYIOTH Hallle IPUITYLIEHHS PO Te, 10
B KJIITHHAX Pi3HUX THUIIiB €KCIPECYIOTHCS Pi3Hi
Ha0opH 10HHUX KaHaJliB y MeMOpaHax silepHOi
o6ononku. KpiMm Toro, HaBiTh y HelpoHax
pizaux Bigainie HHC BoHu MaioTh po30ixk-
HocTi. s po30iXHICTH Yy BIACTHBOCTAX
AHIOHHHMX KaHaIiB SAEPHUX MeMOpaH pi3HHUX
THUIiB, IMOBIpHO, OB’ sI3aHa 3 BIIMIHHOCTSMU
y GyHKUIiOHYBaHHI iX siHepHUX O0OOJOHOK,
NpOTE AOCTOBIPHOTO MOSICHEHHS [bOTO SIBUILA
Ha el Jac He iCHYE.

[IpunyckawTh, IO aHIOHHI KaHalH B
sIepHii 000OHITI HEOOXiTH1 JUIs MiATPUMaHHS
MiX HUTOIJIAa3MOI Ta MEPUHYKIEapHHUM
NpoCTOpOM iOoHHOTO OanaHCy, AKHUH MOXe
CYTTEBO 3MiHIOBAaTHCS HiJ Yac NMEBHUX
¢$131010T1YHHUX ABUIL, HATPUKIA] 3BIIbHEHHS
Ca?" 3 samepHOi 000JOHKH, IPOTE 1€ TBEPI-
JKEHHS NoTpedye JOBEACHHS.

Ilpobremu 00cniodxnceHHss CHOHMAHHO aK-
MUGHUX [OHHUX KAHANIE A0epHUX MeMOpaH.
Sk Bxe Oyno 3a3HaueHO, sjAepHA 000JOHKA €
OJHOYACHO IHTETPajbHOI YaCTHHOIO E€HJIO0-
MJIa3MaTUYHOTO PETUKYIyMa Ta criequdigaHoIo
CTPYKTYPOIO, 5IKa MOXE PETYII0OBaTH SAEPHO-
HUTOILUIA3MAaTUYHUN TpaHcopT. Taka moaBii-
HicThb QyHKIiH BUKIMKAa€ CYMHIBH LIOJ0
¢i31070T14HOTO 3HAYCHHS 10HHUX KaHaliB, SKi
3HAXOAAThCs Ha sAAepHii obonmonmi. Ilo-
nepiie, BOHU MOXYTb SIBJSTH C000I0 10HHI
KaHaJIul €HAOIMJIa3MaTUYHOTO PETHUKYJIyMa.
[To-apyre, y patch-clamp moxe OyTu 3apeect-
poBaHa KaHaJIONOAiOHA aKTUBHICTH SIAEPHUX
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nop [28, 39, 55]. TakuM 4YUHOM, IPALIOIOYH 3
A1€pHOI0 0OO0JOHKOI0, BaXXJIMBO YiTKO BU3HA-
YUTH, YU HaJeXaThb KaHallH, SKi PEECTPy-
I0THCSI, 10 KOMILIEKCY SIA€PHOI MOPH.

HlinpHICTH ANEPHUX MOP y AAEepHiH 0060-
JIOHIIi KJITHH Pi3HUX THIIIB BapitO€ BiJl OJIUHUIIH
0 AeKiIbKOX gecaTkiB Ha 1 mxm? [23]. Taka
BUCOKA MIUIBHICTH Ja€ MiICTaBU MPHUITYCKATH,
10 MiJ yac peecTpanil y patch-minermi moxe
MICTUTHCA BeJIMKAa KiNbKiCTh SAEPHUX MOP.
TakuM 4YHHOM, MOHa OYiKyBaTH, IO OIIp Mix
yac mMeToxy patch-clamp Oyne nyxe HHU3B-
kuM. lIpoTe HacmpaBai 3 sAEpHOIO MeMO-
paHoO0 MoXe OyTH BCTAHOBIECHHH IIiNbHUIM
riraOMHHI KOHTAKT [38], 3aBAsKM 4OMYy HU3Ka
10HCENEeKTUBHUX KaHaliB Oyna omucaHa B
anepHiii 000J0HII KJIITHH pi3HUX TUmiB [15, 21,
25,36,41, 48].

Jns Toro, mo6 MmosicHUTH 1i po30iKHOCTI
y JaHuXx, OyJIo NPUIIYLIEHO, 0 KaTIOHHI KaHAIH
BeJNINKOi MpoOBigHOCTI (JeKiibKa COTEHb
MiKOCIMEHCIB), AKi Oynu 3HaliAeHi y MeMOpaHax
AJepHUX OOOJNOHOK Pi3HUX THUIMIB KJIITHH,
ABJISIOTH CO00I0 KaHAIN KOMIJIEKCIB SAEPHOI
nopu ans macuBHoi audysii, mo, mamuu
BOPiITHI Me€XaHi3MH, MOXYTh MOBOAUTH cebe
AK 3BUYaiiHi i0HHI kaHanu. Ha xopucts wmiei
rinoTe3u BUCTYMAIOTh JNesAki BueHi [3, 10, 11,
28, 38, 39, 55], mpore ixX AaHI BUKJIUKAIOTH
nesiki cymHiBu. Tak, HAanpuKiIal, NPy JOCTi-
JKeHH1 010()i3MYHUX BIaCTUBOCTEH KaTIOHHUX
KaHaJIiB BEJMKOI MPOBiIHOCTI, SIKi SABISLIU
c000I0 OCHOBHHMH THIl CIIOHTAaHHO AKTHBHHX
10HHMX KaHalliB, IO OyJlH 3apeecTpoBaHi B
MeMOpaHax sigepHoi 00OJOHKM HEHPOHIB
[TypkiHnbe M0304YKa, OyJ0 YiTKO IOKa3aHO, 10
BOHHM HE MOXYTb OyTH KaHaJlaMHu sOEepHOI
MOPH, X04a PiBEHb IX HIIBHOCTI B MEMOpaHax
sa1ep HEHPOHIB LIbOTO TUIY BiANIOBiZa€ PiBHIO
AEPHUX MOp y TAaKUX KJIiTHHaX [36].

byno moka3zaHo, o0 KaTioOHHI KaHalH
BEJIMKOI MPOBIAHOCTI MOXYTb OyTH 3apeecT-
poOBaHi SK y 30BHIIIHIW, Tak 1 BHYTpilHIH
saepHi MmemOpani. B 000X BUnajgkax KaHaimu
Malli 1ICHTUYHY NPOBiHICTb, CENEKTUBHICTh
1 KIHETHKY, ajie 1y>Ke BiAPI3HAIHNCS 32 CBOEIO
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noTeHmian3anexHictio [18]. Kananu y 30B-
HiIHIA spgepHid MeMmOpaHi iHridyBamnucs
MO3UTUBHUMM MMOTEHIIialaMu B patch-minerii,
a y BHYTpimHi# — HeratuBHuMu. L[i nani
MWBHJIIE Y3TOAXYIOTHCSA 13 JIOKaNi3ali€ro
KaHaJIiB y MeMOpaHax, HiXk 3 X aconiamiero i3
KoMIJeKkcoM saepHoi mopu. Tomonoriuna
Oopi€HTAIlis KaHAIIIB BiJIHOCHO SICPHUX MeMO-
pan Oyna izeHTHuyHa Ajis oOox kaHamiB. Lli
KaHalu iHTri0yBaJucs HETaTUBHUM MOTEH-
miaaoMm BcepenuHi saepHoi 000JIOHKHU, IO
BKa3y€ Ha 3HAXOJKEHHS CEHCOPHOT IIISHKH 1X
MOJIEKYJHM BCEPEAHMHI MEPUHYKIEAPHOTO
npoctopy. Xoda IMiIJIBHICTh i NPOBIJHICTH
KaTiOHHUX KaHaJiB BiIIOBIiJalOTh Xapak-
TepucTHLl KaHany Audys3idHoi mopwu, iHIII
06iodi3nuHi BIacCTUBOCTI KaTiOHHUX KaHaJiB
cymneuyeparsh [bOMY NpunyueHH:o [18].
OTtxe, Oya0 HagaHO IOKa3W TOTO, IO
KaTiOHHI KaHalW BEJUKOi MPOBiIHOCTI He
NPOHU3YIOTHh MOABIMHY sfigepHY 00O0JOHKY,
npore 3a0e3meuyoTh NPSIMUNA KOHTAaKT MixX
HYKJEOoIl1a3MoI0 ab0 HUTOIMIa3MOI0 Ta IEepH-
HykineapHuM npoctopom [18]. Mu npu-
MyCcKaeMoO, IO KaTiOHHI KaHaJll BEJUKOi
MNPOBIJHOCTI MOXYTh Hajie)XaTH A0 10HHHX
KaHaJliB €HI0MIa3MaTUYHOTO PETUKYJIyMa Ta
HeoOXinHi nns Horo cnequdiuaux QyHKLIH.
Hanpuknan, BoHH MOXYTb OpaTH y4yacTb y
perynsauii BuBinpHenHs Ca*t 3 gemo [63, 64].
Jloci HeBiJOMO, YOMY HE BJAETHCS BUSABH-
TH aKTHUBHICTh KaHaly siAepHOi mopu 3a
nomnoMorot mMetrony patch-clamp. Onpna 3
MOXJIMBUX NPUYUH MOXe OyTH pyHHYBaHHS
L1TICHOCTI KOMIUIEKCY SiIepHOT MOPH Mif Yac
yTBOPEHHS TiraOMHOTO KOHTakTy. Tak, HaI-
pukiazn, Oyno mokaszaHo, mo (GopMyBaHHS
OCTAaHHBOT'O LHUTONIAa3MaTHYHOI MeMOpaHu
CYNpPOBOJXKYETHCS 3HAYHUMH 3MiHAMH Y
CTPYKTYpi muTockenera. Tomy MoxHa NpH-
MyCTHUTH, 10 ImiJ yac patch-clamp Bix sgepHoi
MeMOpaHu pyHHYETHCSA HYKJIEOCKENET, AKUU
Ma€ TICHUH B3a€MO3B’SI30K 3 KOMIIJIEKCOM
saepHoi mopu. TakuM YMHOM, MOJIEKYJIspHA
NpUpoAa KaHaly KOMIUIEKCY SIepHOI MOpH
75 macuBHOT Au(y3ii Ta Horo BIacTHUBOCTI
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NOTpeOyIOTh MOJAIBIINX 10 CHiIKEHb.

[lincymoByouYHn BCe HamMcaHE BHIIE,
MOJXHa MiIKPECIHTH, IO Yy cydacHiil miTe-
patypi € Oarato iHQopmanii, iKa CTOCY€EThCSA
CTPYKTYPHHX 1 QyHKIIOHaJIBHUX 0COOIHMBOCTEH
snepHOi 00OJOHKHU KIITHUH. AJe MUTaHHAM
perymnsuii saepHO-IUTOIIa3MaTHYHOTO TPaHC-
MOPTY MOYajiu 3aiiMaTUCS BiIHOCHO HEJABHO,
TOMY B 0ararbox po0oTax MPUCYTHI AOCHUTH
cynepeunusi gani. Ha neit yac 3anumaerncs
0e371iu He3 SICOBAHUX MUTAHb 1100 PO3YMiHHS
AKMM YUHOM BigOyBaeThcs mepenada BHYT-
PIIIHBOKJIITUHHUX CUTHAIIiB BCEPEUHY fAIpa,
SAKa pOJib Y ILOMY HaJIEXKUTD SIAEPHUM MOpaM
Ta 10HHUM KaHajaM SJepHUX MeMOpaH.

JocnimxeHHs 10OHHUX KaHaliB SJOepHOI
000JIOHKHM J1a€ HaM 3MOTY Kpalle 3pO3yMiTH
NpoLecH, IO JeXaTh B OCHOBI BHYTpilI-
HBOKIITHHHOI curHaimizamii. Xoda 4iTKe
BU3HAYEHHS (131010T1YHOTO 3HAUYCHHS HasB-
HOCTi y BHYTPIIIHIA Ta 30BHIIIHIN sSAepHHUX
MeMOpaHaxX CHOHTAHHO aKTHBHHUX 10HHHX
KaHaJiB, Kl € CeJIEKTUBHUMM IJs aHIOHIB Ta
OJHOBAJEHTHUX KaT1OHIB, H0CI HE3 sICOBaHE.
Kpim Toro0, 3anumaeTscs BIAKPUTHM MUTAHHS
OO0 MOJXKJIHMBOI ydacTi OHUX KaHaliB y
MaToJOTiIYHUX Mpollecax, sKi Bin0yBalOThHCA B
KIIITHHI.

E.A. ®enopenko, C.M. Mapuenko

CIIOHTAHHO AKTUBHBIE HOHHBIE
KAHAJIBI MEMBPAH SIJIEPHON OBOJIOUKH

B 3yKkapHOTHBIX KJIETKaX FeHETUYECKHI anmapaT OrpaHuueH
AfepHOil 000JI0UKOIi, KOTOpas COCTOUT M3 ABYX MeMOpaH,
BHEITHEH M BHYTPEHHEH, U MOXKET paccMaTpUBAThCs Kak
crierMpuUecKas 4acTh 3H/IOINIA3MaTHYECKOTO PETUKYIyMa
KJIeTKu. B SAACPHBIX MCM6paHaX HaxoAaTCs AACPHBIC ITOPHI —
KOMIUIEKCBI, KOTOPbIe 00ECIeYHBAIOT BBICOKOCEIEKTHBBIN
TPAHCIOPT MAaKPOMOJIEKYJI M NTACCUBHBI — MOHOB U MaJIbIX
moiekyn. Kpome Toro, Bo BHyTpeHHEH W BO BHeLIHEH
MeMOpaHax s,IepHOi 000JI0UKK ObLUTH OMHCAHbI HOHHBIE KAHAIIBI
C pa3sHbIMH cBoiicTBaMu. DU3HOIOTNUECKOE 3HAUEHUE ITUX
KAaHAJIOB IOJIHOCTBIO MTOKAa HE YCTaHOBJICHO H3-3a HX
TPYAHOIOCTYIHOCTH JUISl IPSIMOTO MEKTPOPU3HOIOTHIECKOTrO
HUCCIIENOBAaHU, HO Mbl MOXKEM IIPEANIOI0KUTH, YTO OHU MOTYT
UI'PaTh BAXXHYIO POJIb B IOJIEPKaHUH HOHHOTO OaJlaHCca MEeX Ty
LIUTOILIA3MOI/HYKJICOIIa3MOH U JTIOMEHOM SIEPHOI 000I0UKH.
B 3TOM 0030pe MbI cOOpalIi U MPOAHATM3UPOBAIIHN JAHHBIE 110
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CIIOHTAHHO aKTHBHBIM HOHBIM KaHaJIaM, KOTOPbIE ObUTH HAlICHBI
B MeMOpaHax siIepHOi 000JIOYKH KJIETOK Pa3HBIX THIOB, U
HOCTapaJINCh NPEIIOI0KUTE UX QYHKIMOHATIBHOE 3HAUCHHE.
KiroueBble ciioBa: MOHHBIE KaHAIbI, siiepHas 000J0UKa,
siZiepHas Iopa, BHYTPUKIICTOYHAS CUTHATIM3ALIHUSL, KabIHEBbIH
curuHai, knerounsle gemno Ca*,

O.A. Fedorenko, S.M. Marchenko

SPONTANIOUSLY ACTIVE ION CANNELS
OF THE NUCLEAR ENVELOPE MEMBRANE

The genetic apparatus of the eukaryotic cells is enclosed by
the nuclear envelope, which consists of two membranes, the
inner and the outer ones, and can be regarded as the specific
part of the endoplasmatic reticulum of the cell. There are nuclear
pores in the nuclear membranes — complexes, which provide
the highly selective transport of macromolecules and passive
transport of ions and small molecules. Besides, ion channels
selective to cations and anions were described in the inner and
the outer nuclear membranes. The physiological significance
of these channels is not still clear because of the difficulty of
access for the direct electrophysiological investigation, but we
can suppose that they can play an important role in the ion
balance between the cytoplasm/nucleoplasm and the nuclear
lumen. In this review we gathered and analyzed data about
spontaneously active ion channels which were found in the
membranes of the nuclear envelope from cells of different
types and tried to propose their functional meaning.

Key words: ion channels, nuclear envelope, nuclear pore,
intracellular signaling, calcium signal, Ca** store of the cell.
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