KommiekcHass Mop(uH-aJIKOTOJIbHAS WHTOKCUKAIMS HE MPUBOJMIA K
CYIIECTBEHHBbIM  W3MEHEHUSIM  COJIEpKAHUA  HUCCIEJOBAHHBIX  IapaMeTpPOB
nohaMUHEPTUUECKON CHUCTEMbl B MO3XKEUKE, TJI€ TMOBBIMIAJICS TOJBKO YpPOBEHBb
3,4-IOD®VYK. Tlocie TpeXxCyTOYHON OTMEHBI KOMIUIEKCHOTO BO3JEHCTBUSI OOOMMHU
I[TAB (4-s1 rpymnma) B JaHHOM pErHMOHE MO3Ta BBISBICHBI NPU3HAKH YCKOPEHUS
obopora godamMuHa, UYTO TOJATBEPKIACTCS POCTOM KOHIICHTPAIIMM CaMOIO
Heripomenuaropa U 3,4-JIOOVYK no cpaBHEHUIO ¢ KOHTPOJEM. DTO COIJIACYETCS C
AHAJIOTUYHBIMU W3MEHEHHMSIMU B CPEAHEM MO3r€ B TE€X K€ IKCIEPUMEHTATbHBIX
ycloBUsX. B oTnaneHHble cpoku OTMEHBI BBelleHU Mop(duHa 1 3Tanona (7.CyTok) B
MO3KEYKE COXPaHSJICS TIOBBIIEHHBI YpPOBEHb Jo(amMuHa 1O CpaBHEHHUIO  C
KOHTPOJIEM.

BoiBoabl. Takum o6pa3zom, mupu MOpP(PHUH-AIKOTOIBHOM  HOCTUHTOKCHU-
KAI[MOHHOM CHHIpPOME OTMEYaeTcsi H3MEHEHUE (DPYHKIIMOHATHHOTO \ COCTOSIHUS
nohaMUHEPTUUeCKO  HEeWpOMEIUATOPHOM CUCTEMBbl TOJIOBHOIO MO3ra, 4TO
NOJATBEPKIAACTCSH OTKJIOHEHUSIMU COJIEPKAHUSI HEMPOMEIUaToOpa U €To METaOOIUTOB.
OTH U3MEHEHHUS HMMEIOT PETHOHAJIBHYI0 CHENU(PUKY W 3aBUCAT OT JUJIUTEIBHOCTH
OTMEHBI MOp(pHUHA U 3TAHOJA.

JINUTEPATYPA
1. JleneBuu, C. B. CocrosHuEe HEWPOMEIMATOPHBIX CHUCTEM B HEKOTOPBIX
oTaeNnax rOJIOBHOTO Mo3ra KpBIC B JTMHAMUKE aJIKOT0JILHOTO

nocTUHTOKCcHKannonHoro cunapoma / C. B, Jlenesnu, E. M. Jlopomienko // Dkcnep.
u kiuH. ¢apmakon. — 2011, — Ne 2. — C. 29-33.

2. JleneBuu, C. B. XapakTrepucTuka HEHPOMEIMATOPHBIX CUCTEM TOJOBHOTO
MO3ra KPBIC TIPH IKCMEPUMEHTATHHOW aJTKOTOJILHONH U MOP(GUHOBON aOCTUHEHIUH /
C. B. Jleneuu // Bonipocsr mHapkonoruu — 2011. — Ne 1. — C. 61-71.

3. Cupomnam, lO. II. AMEHOKHCIOTHBIE PAcCTPOMCTBA: MUIICHH M CPEICTBA
tepanuu / FO. I1. CuBonan // Hapkosorus. — 2014. — Ne 3. — C. 34-38.

TPAHCJIOKA3bBI: 7-H KJIACC ®EPMEHTOB

JlykameBuu A.C., Jlennésa U.O.
YO «I’poouenckuii 2ocyoapcmeentblil MeOUYUHCKUL YHUBEPCUMEM »,
I'poono, Pecnybnuxa benapyco

AKTyaabHOCTh. COBpeMEHHbIE KJIaCCU(PUKALUA U HOMEHKJIaTypa (hepMEHTOB
yIBEpKIeHb Ha V MexayHapogHoM OuWOXHMMHYECKOM KoHrpecce B 1961 .
B MockBe. B cootrBeTcTBUU C 3TOM Kiaccudukaiueil Bce (GEepMEHTHI ACNIATCS: —
Ha 6 kiaccoB. OQHAKO CTAJI0 OYEBHJIHO, YTO HM OJWH M3 HUX HE MOXKET OIKCAThH
BOXHYIO Tpynmy (EepMEHTOB, KaTaTM3UPYIOUIUNX JABI)KEHHE HOHOB WM MOJEKYII
yepe3 MeMOpaHbl WU UX pa3zeieHne BHYTpu MeMOpan. B aBrycrte 2018 r. yueHbiMu
YHuBepcutera Makkyopu Obul TIpeyioKeH 7-i kiacc ¢hepMeHTOB — TpaHClIOKa3Hhl,
00beIMHUBIIMN MeMOpaHHbIE (EepMEHTHI, (DYHKIMEH KOTOPBIX SIBISETCS NEPEHOC
noHoB. K ¢QepMeHTam »3TOro kimacca He OTHOCATCA KaHalbl, W3MEHSIOLINE
KOH(OPMAIUIO MEXKIY OTKPBITHIM U 3aKPBITBIM COCTOSTHUEM B OTBET Ha KaKoe-TuOo
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BO3ZCIICTBHE, a TakXKe TPAHCIOPTEPHl, KOTOpPhIE HE 3aBUCAT OT (epMeHT-
KATAIU3UPYEMBIX PEAKLUH.

Heab. PaccmoTpers cTpoeHue u OUONOrMYECKHME (DPYHKIIMM OCHOBHBIX
TPacHJIOKA3.

HAJITH-neruaporeHa3Hblii KOMILIEKC — ITEPBBIH MYJIbTHOCIKOBBIA KOMILICKC
JBIXaTEIbHOM LEMU NEPEHOCA 3JIEKTPOHOB. DTOT KOMILIEKC MIPAET LEHTPAIBHYIO
pOJIb B MpoIeccax KJIETOYHOTO JIbIXaHHsS W OKHCIUTEIHHOTO (ochopunrpoBaHus:
noutu 40 % mnporoHHOro rpaaueHra s cuHte3a AT® co3mat0TCss UMEHHO 3TUM
KOMILUIEKCOM. Y MJICKOMUTAIOMIUX 3TOT (EPMEHT COCTOMT u3 44 CcyObeauHUII.
DJIeKTpOHHAs MUKPOCKOMUS MoKa3asa, yTo KoMiuieke I (kak u3 Oakrepuidy Tak U U3
MUTOXOHJIpUI) HMeeT xapakTepHyro L-oOpaznyiro ¢gopmy. Katamusupyer peaximio
BOCCTaHOBJICHHS] YOMXMHOHA /10 YOMXMHOJIA MPU EPEHOCE NTPOTOHOB U3"MATPUKCA B
MEXMEMOPAHHOE MPOCTPAHCTBO MHUTOXOHAPUU. MyTaluuu B TeHaX CyObeIUHMUII
KoMIUIeKkca | MoryT mpuBecTH K MUTOXOHJPHAIBHBIM 3a00JIEBaHUSIM, Hampumep, K
cunapomy Jles. HenaBuue uccienoBanus BhISIBUIN HEOOBIYHYIO POJTh KoMILiekca | B
pabote mo3ra. Kommiekcsl [ u Il urparoT kiroueByro polib B HPOLIECCAX, BIMSIONINX
Ha CTapeHUE U Ha MPOJOJIKUTEIbHOCTD KU3HHU.

HuToxpom-bc;-KOMILIEKC — MYJTBTHOCITKOBBIA KOMILICKC TBIXaTeIbHOMN HEMn
NEepeHoca DJEKTPOHOB W BaKHEHIIMA OHOXMMUYECKUN TeHepaTop MNPOTOHHOIO
rpagveHTa Ha MeMmOpaHe MUTOXOHApuM. KaTamm3upyer mnepeHoC >JIEKTPOHOB C
UTOXpOMa C Ha KHCIOpOJ ¢ oOpa3oBaHHeM BOJbL. COOBITHS, KOTOPHIE MPH 3TOM
MPOUCXONAT, W3BECTHHI Kak Q-IMKJI, KOTOPBHIA ObLT moOCTylupoBaH I[lutepom
Murueninom B 1976 romy. Myranun B reHax Komrmuiekca III oObaHO TIpUBOIAT K
HEMEPEHOCUMOCTH (QU3UYECKUX YITPAKHCHUM.

AT®-cuHTa3a — MOBCEMECTHO PACHpOCTpPaHEHHBbIM MeMOpaHHBIN (QepMeHT,
UTPAIOIINNA  KJITIOYEBYIO pOJb. B ““OHOJOTMYECKOM DSHEPreTUYECKOM OOMEHe.
Nmeromascs B mutoxouapusix ATd-cunraza FiFo ouenp xopormio wucciegoBaHa.
Komnonent Fo — TpancMeMOpaHHBIH JOMEH, KOMIIOHEHT F; HaxoauTcs BHe
MeMOpaHbl, B Marpukce.  Karanuszupyer peakiuio TIepeHoca NpPOTOHOB U3
MEXMEMOPAHHOTO _MPOCTPAHCTBA MUTOXOHAPUMU B MATPUKC C OOpa30BaHHUEM MpHU
stoM MoJekyybl AT® u3 AJI® u nHeopranmveckoro ¢ocdara. B 60-70 rogax XX
Beka Ilon boiiep, mpennonoxun, 4to cuHTe3 AT® cBI3aH € H3MEHEHUSIMHU
koH(purypammun ATd-cuHTa3pl. Y a’dpoOHBIX OakTepuii B HOPMAJbHBIX YCIOBUSX
AT®-cunTasa, »kak mpaBmwio, padboraer B oOpatHom HampaBieHuu.JJObABUTDH
NH®Y

Na+/K+-AT®a3a — Gbiia orkpeita Mencom Ckoy B 1957 romy. Na'/K'-
AT®aza sBnsercs (QEepMEHTOM HapyXKHOM MeMOpaHbl KIETOK BCEX TKaHEH
KUBOTHBIX. Na'/K'-AT®aza — MeMOpaHOCBA3aHHBIH (EPMEHT, YUaCTBYIOMIUHA BO
MHOTHUX JKU3HEHHO BAXHBIX (DYHKIMSAX KIETOK MJIICKOIUTAIOIMINX, BOBJICYEH B
IpOLIECChl  HEPBHOW  Mepelaud, TPAaHCHOpTa DJIEKTPOJUTOB, MOJJEPKAHUS
ANIEKTPUYECKOr0 TPAJMEHTa KJIETOYHOM MeMOpaHbl, peryysanus oObEéMa KaxKIou
kieTkn. DYHKIIMOHABHAS eauHUIa (epMEHTa COCTOMT W3 JBYX IOJIMIICTITHIHBIX
nenei: Oomnpimieit  (anmbda-cyObeAUHUIBI) W MEHbIIeH (6eTa-cyObeIUHHUIIbI),
BXOJIAILMX B COCTaB (PEpMEHTHOr0 KoMiuiekca B cooTHowenuu 1 : 1. Katanusupyer
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https://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D1%82%D0%BE%D1%85%D1%80%D0%BE%D0%BC_c
https://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D1%82%D0%BE%D1%85%D1%80%D0%BE%D0%BC_c
https://ru.wikipedia.org/wiki/%D0%9A%D0%B8%D1%81%D0%BB%D0%BE%D1%80%D0%BE%D0%B4
https://ru.wikipedia.org/wiki/%D0%92%D0%BE%D0%B4%D0%B0

neperoc 3 Na® Bo BHekneTouHoe mpoctpacTso M 2 K’ Bo BHyTpuKiIeTOuHOE
IPOCTPAHCTBO. B uTOre BO BHEKJIETOUHON CpENE CO3/1aeTCs BBICOKAs KOHLIEHTpaLus
noHoB Na', a BHyTpM KieTKM — BbICOKas KoHueHTpanus K'. DTa pasHOCTbH
KOHLICHTPALIMI MCIIOJb3YETCS B KIETKax MpPHU IPOBEICHUM HEPBHOIO HMITYJIbCA.
AKTHUBHOCTH (pepMeHTa 3HAUMMO HKXke y manueHToB ¢ C/] mo cpaBHEHUIO C JUIAMU
0e3 nuabdera (p<0,05). E€ akTMBHOCTh HE MMeENa 3aBUCHMOCTH OT BO3pacTa M Ioja
oOciieoBaHHBIX JIML, OCTaBajach HM3KOM Mpu BceX cpokax 3a0o0yieBaHUA U
HEJOCTOBEPHO CHWXKAlach C YBEJIMYEHHUEM MPOJOJDKUTEIBHOCTH  Jauabera.
N3yyaeMblil mMoka3aTesnb HUMeEET 3aBUCUMOCTh OT ypoBHS HbAlc, mnoBblmeHHs
AKTUBHOCTHU CHAJIWAA3bl SPUTPOLUTOB, YPOBHS HUTPUTOB M HUTPATOB KpPOBH.
AxtuHocTh Na'/K'-AT®a3bl 0TpaxaeT CTeleHb METa00IMYECKUX HapyINeHH# 1
muchynkuuu suaorenus npu C/I.

H'/K" AT®a3a — BomopogHO-KanueBass ajeHO3MHTpHpOChaTasa sBIsETCS
IIPOTOHHOM MTOMIIOM U UTPAET BAXKHEUIIYIO POJIb IIPU CEKPELUU COISTHOU KHUCIIOTHI B
xenyake. H/K'-AT®a3za cocrout u3 aByx cyowemunuil, o (ATP4A) u B (ATP4B).
H'/K'-AT®a3a TpaHCnopTHpyeT MOH BojaopoAa H+ m3/IMTOmIa3Mbl MapHeTaIbHOI
KJIETKH B TI0JIOCTD JKeJTy KA Yepe3 aluKaabHylo MeMOpaly B 0OMeH Ha noH Kamus K7,
KOTOPBII OHA MEPEHOCUT BHYTPb KJIETKHU. [Ipyu 3TOM 00a KaTMOHA TPaHCIIOPTUPYIOTCS
OPOTUB 3JIEKTPOXMMUYECKOTO TrpajueHTa. WCTOYHUKOM SHEpPruM [JIsi 3TOro
TpPaHCHOPTa CIYKUT TUAPoIHU3 MoJieKyJibl AT®. OnHOBpeMEHHO ¢ MOHAMU BOAOPO/Ia
B MPOCBET KEIyJKa MyTEM aKTUBHOI'O TPAHCIOPTA HMPOTUB IpaJMEHTA MEPEHOCATCA
nousl xjaopa Cl. Bxoasume B KiIeTKy HOHbI K' HOKMIAIOT €€ MO TpajueHTy
KOHIIeHTpalu BMecte ¢ nonamu Cl yepes ammkaabHyr0 MeMOpaHy MapHeTalbHbIX
kneTok. TakuM o006pasoM B MpocBeT wikenynka npu ydactun H'/K'-ATdassl
BIZleIAeTCs consHas Kucnora B Bune uoHoB H' m Cl', a monnl K Bo3BpaTHBIM
oOpazoM mTepeMemarmTcs Yepe3 memMOpany. WMHTHOWTOpHI MPOTOHHOW TOMIIBI
ABISAIOTCA ~ Hambosnee HPQEKTHUBHHIMU M  COBPEMEHHBIMH  JIEKAPCTBEHHBIMH
npenaparaMy, NMpeJHa3HauYECHHBIMU JUISl JIEYEHUS KUCIOTO3aBUCUMBIX 3a00J€BaHUN
KEITyJKa, ABEHAAUATUNEPCTHON KUIIKH W MUIIEBOJA, OJOKUPYIOUIMMU MPOTOHHYIO
nomny (H'/K'-AT®a3y) 00knagouHblXx (MapueTanbHBIX) KIETOK — CIH3UCTOM
000JI0YKH kKeTyKa U YMEHbLIAIOLIUE, TAKUM 00pa30M, CEKPELIUIO COJSTHON KUCIOTHI.

KapHuTuH-auMJIKADHUTUHTPAHCIOKAA — MUTOXOHJPHUAIBHBIA  OENoK-
nepeHocuuk.. BHyTpeHHsst MeMOpaHa MUTOXOHApPUN HE MpOHULAEMas IJii MHOTHX
KUPHBIX KHUCIOT, B TOM YHUCJIE M B BUJE allWJIOB KapHUTHHA. JlJig €€ mpoxXoKIeHus
CyIIECTBYET OETOK-IEPEHOCYUK — KAapHUTHH-ALMJIKAPHUTHHTPAHCIOKA3a, KOTOPBIM
CNOCOOEH TPAaHCIOPTUPOBATH ALMJIMPOBAHHBIM KapHUTHH BHYTPb MaTpUKca U
MOJIEKYJIbI CBOOOJHOIO KApPHUTHMHA M3 MAaTPHUKCAa B MEXMEMOpPaHHOE MPOCTPAHCTBO
OCPEJICTBOM aHTUIIOPTA.

JebuuuT  KapHUTHUH-AUMWIKAPHUTUHTPAHCIIOKA3bl  MpEACTaBiIsieT  coOoM
OMacHOE JJIsl JKW3HU HACJIEICTBEHHOE HAPYLIEHHWE OKHUCJIEHUS >KUPHBIX KHUCIIOT,
KOTOPOE€ TMpOSIBIIAETCS B HEOHATaJbHBIA NEPUOJ U COMPOBOXKIACTCS TIKEIOU
TUIIOKETOTUYECKOW TUIMOTIMKEMHEH, runepaMMOHUEMUEi, KapJMOMUONIATUEH /1IN
apuTMHel, TuCPyHKIUEH IeYeHH, CIa00CThIO CKEJIETHBIX MBIIII U HHIE(haTIomaTHen.
OueHb omacHa y HOBOPOXKIEHHBIX, TaK Kak CpeIud HHUX HaOJII0aeTCsi BBICOKas
netanbHOCTh. 3a aepunut CACT orBewator mytarmuu rena SLC25A20. Xorsa L-
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KapHUTUH IOCTYNAET B OPraHU3M 3K30I€HHO B KAaue€CTBE KOMIIOHEHTA palMOHAa, a
TAK)K€ MOYET CUHTE3UPOBATHCA 3HJIOT€HHO, JaHHBIE CBUAECTEBCTBYIOT O MEPBUYHBIX
U BTOPUYHBIX JAePUIUTAX KAPHUTHUHA, KOTOPbIH MOXKET OBITh NPHOOPETEH,
HanpuMep, B pe3yjbTaTe BPOXKIEHHON olmmOKu oOmeHa BeulecTB. HepgoHoleHHbIE
JI€TH TAKXKe TOJIBEPKEHBI PUCKY pa3BUTHs AedUIMTAa KAPHUTHUHA W3-32 HAPYIICHUS
CHUHTE3a U HEJOCTaTOYHOM pe30pOLMU MOYEeUHBIX KaHanblieB. Jlpyrue cocTosHus,
CBsA3aHHblE C JnedpuuuroM L-KapHUTHMHA BKJIIOYAKOT pak, Jauaber, O0oJe3Hb
Anpureiimepa, maToJIOrMu Cepaua.

Knacc TtpaHcioka3 oObenuHseT MemOpaHHble (EPMEHTHI, HUMEIOWMeE
pa3iNyHOEe CTPOCHHWE M pas3iauuHble Ouosiornyeckue QyHKIUH. OCHOBHOW X
(GyHKIMEN SBISETCS «KaTalU3UpPOBaTh [BIKEHHE HOHOB WM MOJEKYI, uepe3
MeMOpaHbl WIH UX pa3jiejeHrue BHyTpU MeMOpan». Pestomupys BcE BbILIECKa3aHHOE
TAaK)K€ MOXXHO OTMETHTb, YTO IMOMHUMO OCHOBHOM (YHKUMU TPAHCIIOKA3, Y HHUX
UMEIOTCS CBOM crienuduueckue, Kk npumepy: HAJIH-nernaporeHas3Hbii KOMILICKC —
LEHTpaJbHas poJIb B IpoOLeccaXx KJIETOYHOIO IbIXaHUS M. OKHCIHUTEIBHOIO
bochopunupoBanus, [luroxpom-bel-KOMIUIEKC — FeHEpaTOP MPOTOHHOIO TPaJHeHTa
Ha MemOpaHe MuroxoHapuii, ATd-cuHTaza —, mHepeHOC NPOTOHOB U3
MEKMEMOPAHHOTO IIPOCTPAHCTBA B Matpukc MuToXoHmpuii, Na'/K'-ATdaza —
HEpBHas Mepefaya M peryisuus oobéma kaxfod knerku, H'/K' ATdaza —
IPOLYKLHUS COJISTHOW KUCIIOTHI.
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JJAKTO®EPPUH N AHTUOKCHUJIAHTHASA AKTUBHOCTD
I'PYJHOI'O MOJIOKA KEHIIWH I'. OPEHBYPT' A

Maunea U.B., JleoeneBa E.H., Kapnayxosa U.B.
@Deoepanvroe 2ocyoapcmeentoe 0100xcemHuoe 00pa308amelbHOe YUpPeHcOeHue
sbicuie2o oopazosarnus "OpenOypecKutl 20cy0apcmeerHblil MeOUYUHCKUU
yuugepcumem", Openbype, Poccuiickas ®@edepayus

AxktyanbHocTh. Jlakrodeppun  (JI®) npucyTcTByeT B pazIUUHBIX
OMOJIOTUYECKUX JKHUJIKOCTAX, OJHAKO HAMOOJbIIee €ro CoAepKaHWe OTMEYaeTcs B
MOJIO3UBE U MOJIOKE. B KOJIMYECTBEHHOM OTHOIIEHHH — 3TO BTOPOM OEJIOK TPYAHOIO
moiioka (I'M), ycrynaromuii ToapKko KazenHam. JIakTogpepprH mpeacTaBisieT coOoi
oM YHKITMOHAIBHBIN TIUKOMPOTEUH, KOTOPBIM Hapsay C OCHOBHOW (GyHKIHEH
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