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[TNOTHBLIN KOHTAaKT (Cxema)
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[TnoTHble KOHTaKTbl (zonula
occludens)

KOMMNOHEHTbI — TAXN OenKoB.
Beriku: oKKnranHbI U KNnayauHbl.

AhheKTUBHOCTL KOHTAKTOB 3aBUCUT OT KoninyecTBa TshkeUn. Ha
BHYTPEHHEen CTOpOHe MeMOpaHbIl NFIOTHbIe KOHTAaKTbl CBA3aHbI C
AKTUHOBbLIM LMTOCKENeTOM.

PYHKLMMN:

lNopaBneHue natepanbHou anddpy3nm MHTErpanbHbIX
MeMOpaHHbLIX 6erkoB (pa3geneHne AoOMeHOB, (popmMmmpoBaHue
MONSAPHOro TPaHCMNopTa).

CDOpMI/IpOBaHI/Ie KJ1eTO4YHOro nrfacTta, HenpoHuuaemMoro ansAa BoaAbl
M NOHOB.




CenTUpoBaHHbLIU KOHTAKT

[MroTHbIE KOHTAKTbI KNETOK Yy 6€CN0O3BOHOYHbIX
NMEIT TY Ke PYHKLMIO, HO APYFYHO CTPYKTYpPY.




AONre3aoHHbIe@ KOHTAaKThbI
(zonula adherens) — cxema

MemOpaHbl KneTok

Zonula adherens
KaTeHKHbI

aKTUHOBLIE
prnaMeHThbI

KaarepuHbl




AOre3aMoHHble KOHTAaKThbI
(zonula adherens)

CopepxaT KagrepuHbl, coegnHsAOLLKE KNeTKy ApPYr ¢ Apyrom yepes
KanbuueBble MOCTUKN U KaTeHUHbI, COeANHSAILNEe KaarepuHbl ¢
LLMTOCKENieToM.

0—KaTeHWH CBA3bIBAETCA C B—KaTeHUHOM.
B—KaTeHUH HenocpeacTBEHHO B3aUMOOENCTBYET C KaarepmHamm.
AfOre3svoHHble KOHTaKTbl CBA3aHbl C aKTUHOM.

AQre3noHHbIe KOHTaKThbI pa3pyLualTca npy yaaneHu UOHOB
Kanbuus 3 cpeaobil.

PYHKLUMN:

OGecneYyuBarOT MeXaHUYECKY0 CBA3b KNeTOK (Hanpumep, B MbiLlLe).

PerynupytoT (nogaBnsaroT) nonvmMmepusaumo akTUHOBBLIX
domnamMmeHTOB.




AKTMHOBbIH KOpPTEKc naMennonoaus cybeTpar
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Ha TaHreHunanbHOM cpe3e BUOAHO yrnopsigo4YeHHOe pacrnosioXeHue
KOHHeKCOoHOoB. Mexxay membpaHamu cocegHMX KrneTok (nornepeyHbIu

cpes3) wenb coctaBndeT 3,5 HM.




BbicoKkonpoHuLUaeMbi KOHTAaKT,
cxema

JaKpbIT OTKPLIT
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PYHKLUMU BbICOKOMNPOHULIAEMOIO
KOHTaKTa

MeTabonun4yeckana Koonepauus — nepegaya HyKneoTuaoB v Ap.
BellecTB Yepe3 MeMOpaHbl KOHTaKTUPYHOLLUMX KINEeTOK ¢ obpa3oBaHUeEM
KOHHEKCOHOB. KOHHEKCOH — rekcamep, COCTOSILLUN U3 KOHHEKCUHOB.
[NonHbIN KaHan — ABa KOHHEKCOHa (norflyKkaHarsria), COBMeLeHHbIX Ha
cocegHUX KreTKax.

KOHHeKCHHbI — TpaHCcMeMbpaHHble 6enku (3 OCHOBHbIX TUMNa),
obpasyruwmne ruapocdpunbHbIN KaHan. Kaxgbin KOHHEKCUH nmeeT 4
TpaHCMeMOpaHHbIX AoMeHa. Ecnun KneTka He KOHTaKTUPYET C
coceasimMu, nosiykaHan 3akpbIT.

OTKpbITbIN KaHan (BblcoKonpoHuuaemMbin KOHTaKT — BI1K) obpa3syeTcs,
€CJIM KOHHEKCOHbI KOHTaKTUPYHOLUX KNEeTOK KOMMNJIEMeHTapHbI.

BlK obecneunBaoT cBOOGOAHYIO Nepegavyy MOHOB, BTOPUYHBLIX
nepeHOCYMKOB U Ap. BewecTB ¢ M.B. MeHee 3000 mexay KneTtkamu 6e3
BbIX0o4a MX BO BHELLHKOKO cpeny.




Bo3amMmoXxHaqa 3Bonouus
MEeXKNeTOYHbIX KOHTAKTOB




[Ina3zmogecmbl pacTUTENbHbIX
KNeTokK
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MuTtoxoHApPUU — OKpacKka Nno AnbTMaHy




MeToabl nccnegoBaHud
MUTOXOHOPUN

UccneaoBaHue oKCMpPOBaAHHLIX KIETOK — CBeTOBas U
3NeKTPOHHaA MUKPOCKOMMUA.

UccnepgoBaHue B XMUBbIX KFleTKax — (pa30BbIW KOHTPACT;
NPWXN3HEHOEe OKpallMBaHWe KaTUOHaMu; nonsiporpadus.

OnpegeneHne MUTOXOHAPMANBLHOrO NOoTeHUWana — noTeHuman-
3aBucumMbie priroopecLeHTHbIe KpacuTenu.

UccnepoBaHue BblaerieHHbIX MUTOXOHAPUN — (hpaKLMOHUPOBaHUE
KIneToK, mosly4YyeHne MUTOXOHAPUN N CYOMUTOXOHAPUANbHbIX
yactuy (CMY). HegoctaTtku — hparmMeHTaLUsa MUTOXOHOPUW,
pa3pbiBbl HAPYXKHOU MEeMOpPaHbI.

BoigeneHne mmtoxoHapuarnbHbIX epMeHTOB.
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MexXMutoxoHapuanbHble

KOHTAKThbI




MuTtoxoHapua — SM
TOMorpadpus

CTpenkamu yKa3aHbl aHaCTOMO3bl MeXay KpuctamMmuv U BHYTPEeHHEeN
MemMOpaHou




VINTOXOHOPWU B XXUBOM KIleTKe
— OKpackKka pogamMnHOM 125
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CINOXHbIU XOHAPWUOM B
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POXOKEeBOW KrneTKe
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PparmMeHTaunsa MUTOXOHAPUN

OUASENAM KOHTPOIJb



[lerneHve u cnusgHuve
MUTOXOHAOPWUN B XKUBOU KrieTKe




Perynauua cnuaHus
MUTOXOHAPUN

3a cnusiHMe MUTOXOHAPUIA WP
oTBe4YarT MUTOY3UHDbI |
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CnvaHue MUTOXOHAPUWN

overlay

[lpy pasobleHnn (BBepxy) criusgaHUe He MPOUCXOAMNT.
MutoxoHApUY ¢ HOpMaribHbLIM NOTEHUManom
cnuBaroTcH 3(pheKTUBHO (BHU3Y).




CnusaHue n geneHue
MUTOXOHOPUN

CnvsaHue muToxoHApUN — MUTOPY3nHBLI 1 1 2 N NX FOMOMOorn
(cnuaHme BHeWWHUX MeMOpaH) + cneunanbHbIe 0enku ans
CIIUSIHUSI BHYTPEHHUX MeMOpaH.

[JeneHvne MUTOXOHAPUN — ANHAMUH-MoAOOHbLIEe 6erku (Drp1).

Ona kneTkn BaxKeH 6anaHc akTUBHOCTEN — UHTMOUpOBaHUe
CIIUSIHUS MOXeT ObITb KOMMEeHCUPOBaHO NogaBrieHNeM AerieHus.




KOMMNOHEHTbI MUTOXOHAOPUN

HapyxHaa membpaHa: rnagkas; cogepXuT mano 6erikoB (OTHOLeHue
nunup/6enok ~1:1); npoHMUuaema A BeLecTB C MOJIEKYSPHbLIM
BecoM MeHee 5 k[l. 3a NpoHMLAEeMOCTb OTBe4YaeT 0esioK — MOpPUH.

BHyTpeHHA MmembpaHa: cBfi3aHa C KpUMCTaMU; COAEPXKUT MHOIO
O6ernkoB (oTHoWweHue nunua/6enok ~1:3); NpakTU4YeCKN HenpoHuUuaema
Ans nobbix BewecTB (MMeeT cneunanbHble 0ernKnu-nepeHoCYnKkn); B
HopMme 3apsxeHa (- 200 mB).

MembpaHa KpUCT: 3apsiKeHa; COAepPXUT Uenb nepeHoca 3NeKTPOHOB
n ATd-a3y; coeguHsaeTcsl C BHYTpeHHen MeMbpaHoM.

MexxmembOpaHHbIe KOHTaKTbl ( MUTOXOHAPUWAaSibHbIE MOPbI) —
obecneymBarOT N3bnpartenbHbIN NepeHoc OerikoB N3 MaTpuKca B
LMTO30SIb M1 OOpaTHO.

MaTtpukc — umeet cnabowenoyHou pH (pH=8); coaepxut 6enku
uukna Kpebca, HyknenHoBble kucnotbl (HK, PHK) n pubocombl
MUTOXOHAPWW; aKKyMynMpyeT UOHbI KanbLus.




TpaHcnopT 6enkoB B
MUTOXOHAPUN

CurHanbHas nocriegoBaTeNibHOCTbL MUTOXOHAPUANbHbLIX 6eNnKoB —
KakK npaBurno, Ha N-KoHLe, OHa oTLiensigeTcs nocre NpPpoxoXxaeHns
MeMOpaHbI.

Bernku nepeHocAaTca B HeynakoBaHHOM (unfolded) cocTtosHuM.

MepeHoC Yepe3 MeMOpaHbl — C MOMOLWLIO cneunanbHbIX
KOMMNJIEKCOB NepeHOCYUKOB.

[MepeHOC B MaTpUKC — Yepe3 30HblI KOHTaKTa Hapy>XHOU U
BHYTPEeHHen MemMbpaH, oAHAaKO KOMIMMEKCbl Ha KaXXaou memMmopaHe
MOryT paboTaTtb He3aBUCUMO.

BcTtpavBaHue 6enka BO BHYTPEHHIOKO MEMOpaHy TpebyeT ABYX
CUrHanbHbIX nocriegoBaTesibHOCTEU U MPOUCXOAUT Yepes
MaTpMKC.




OcHoBHbIe (hyHKLUU MUTOXOHAOPUN

OkucnutenbHoe pocchopunmpoBaHue: reHepauusa pasHoOCTHU
noTeHUManoB B pe3yribTaTe OKUCIIEHUA OpPraHn4YecKux
cybctpatoB; cuHTe3 AT® B maTpuKce U ero aKCnopT B LUTO3ONb;
nogaepxaHve HU3Koro ypoeHsa AQ® B KneTKe.

Perynsauusa ypoBHS BHYTPUKIIETOYHOIO KanbLUus; AeNOHMpPOBaHue
Kanbuus.

Perynsauusa anonTo3a — 3aBUCUMbIA OT MUTOXOHAPUIN NYThb
aKTMBaLMM Kacnas.

CuHTe3 HEKOTOPbIX MUTOXOHAPUAJIbHbIX 0enKkoB U
umuTonsfia3amatTmnyeckas HacnegCcrBeHHOCTD.
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Llenb nepeHoOCa 3/IeKTPOHOB N
LIMKI TPUKapPOOHOBLIX KUCMOT




Llenb nepeHocCa 3f1eKTPOHOB

NADH
D+‘

' ubiquinone
NADH h
dehydrogenase gylochromel
complex Q

cytochrome b -Cy
complex

Y (%] M
(47 o (4]

o)
noteHuuan, mV

Q

2H* + 140, H->0

6]

cytochrome
oxidase
complex

OKMCNUTeNnbHO-BOCCTAHOBUTENbHbLIW

A
C
e
=
ey
=
o
~
®
=
[ .
o
@
T
™
®
S
T
=
o)
©
O
o
&

o

Han PpaBlnieHne NoToKa 3J1eKTPOHOB




[lepeHOC 3NeKTPOHOB B
MeMbpaHe MUTOXOHAPUN

MexmeMmOpaHHoe
NPOCTPAHCTBO

BHYTPEHHHH
mMemMbpaHa
MUTOXOHOPUM

MaTpUKC NADH + H”

NAD-H-permgporeHasa

UHUTOXPOM C

UMTOXpOMBI b-C4

UUTOXPOMOKCHOa3a




YpaBHeHue HepHcTa
(3NMeKTpoxXxuMun4veckum noteHuman)

ApHt = Ay — 2.3RT/F+ApH,

rae Ay — pa3sHocTb noteHuuanoB (B MB);
ApH - pa3HocTb nokasatenen pH,

R — razoeas noctosdaHHad (8,31 [x/rpaa/monb)
F —yncno ®apanes (96485 KynoH/monb).
2.3RT/F paBHo 60 mB npu Temneparype 37°C




PaboTta BHyTpeHHeNn
MUTOXOHAPWANbHOU MeMOpaHbI

MexmemOGpaHHOE NPOCTPaHCTBO PRSI

¢

MaTtpukc




CyomutoxoHapuanbHbIe YaCcTULbI
— AT®-a3a (HeraTUBHbIN KOHTPACT)
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AT®d-aza MuTOoXoHAOAPUUN U
NPOKapuoT

AT®-aza — MMHMATIOPHbIN
anekTpomMmoTop. PoTtop — ramma-
cyobeauHuua; ctatop — Tpu
anbda- u Tpm dGeTta-
cyobeauHNLbI.

BpalieHue poTtopa B OgHY
CTOPOHY NPUBOAUT K rMApOnin3y
AT®, a B NpOTUBONOJIOXKHYIO — K
cuHTe3y AT® (BO3MOXEH TOMNMBLKO
NPV HaNnM4YMUM 6ONbLLLOro
3NIEKTPOXMMUNYECKOIO
noTeHuuarna).




XemMmnocmoTunyeckass runoresa

Llenb nepeHoca 35IeKTPOHOB NepeHOCUT MPOTOHbI U3 MaTpUKca
MUTOXOHAOPWUU B UMTO30JSIb B NpoLecce CHUXEHNA YPOBHS
CBOOOAHOW 3HEpPrUmn.

MutoxoHgpuanbHaa AT®-cuHTeTa3a NepeHOCUT MPOTOH Yyepe3
BHYTPEHHKOK MeMbpaHy U cuHTe3upyeT unu pacuwennset ATO.
Ee paboTa obpaTtma v HanpaBrieHne nepeHoca 3aBUCUT OT
BENIMYNHbI 3NTIEKTPOXUMMYECKOro noTeHumana.

BHyTpeHHAS1 MembpaHa B ocTaribHOM HeMpoHMLaemMa Ans NOHOB
H*, OH- u GonbwKMHCTBA APYrUX.

BHyTpeHHAS MeMmbpaHa nmeeT crneunarnibHbIN NepPeHOCYUK OJid
npoTuBonosioxHoro nepeHoca AA® (BHyTpb) u AT® (Hapyxy).




[ eHepauua sHepruu
MUTOXOHOPUAMMU

YHuBepcanbHasa popmMa 3Heprmm — afieKTPoOXUuMmMYecKum
noteHuyuan (H* y aykapuot, H* unu Na* y npokapwuor).

3apsa Ha BHyTpeHHen meMmbpaHe — okono 170 mB; pa3Hoctb pH
MaTpUKCa N LMTO30549 — oKono 1.

CuHTe3 AT® npoucxoauT B MaTpUKCe 3a cYeT paccenmBaHus
3NEeKTPOXUMMNYECKOro noteHuuana.

MakcumanbHbIU K.n.4. cuHTe3a AT® (3 nyHKTa conpsXeHus:
HAOH*-germgporeHasa; uutoxpomsl b-c, , UUTOXpomMokcmnaasa) —
okosio 50%.

Ona nopaepxaHua 6araHca Yyepe3 MeMopaHy NPOUCXOAOUT:
- COBMeCTHbIN NepeHoc B MaTpUKC MOHOB hocdcaTta n Bogopoaa.
- NPOTUBONOSIOXHbIN nepeHoc AP (BHYTpb) n ATD (Hapyxy).




Perynauua oKMcnuTenbLHOro
dbochopunmpoBaHus Yyepes cuctemMy
oOpaTHbLIX CBA3en

[lpy HopmanbHOM okucrieHuu cootHoweHue P/O =3. LLlyHTOBOE
okucrieHue (P/O <3) — nepeHOC 35IeKTPOHOB Ha4YMHaeTcs co
BTOPOro Unm TpeTbero NyHKToB conpsaxeHus (conaBuHbl, TMIO-
ackopbar)

ObixaTeribHbIN KOHTPOJb — NOTpebneHne Kucnopoaa
orpaHunymBaeTcs KoHUueHTpauuen AQ®D B umtonnasme u
noTeHuuasrioMm Ha MUTOXOHApPMaribHON memMbpaHe.

Pazobwutenu (yckoputenu AbiXaHUsl) — XKUPHble KUCNOThI.
CuHTteTtn4yeckue — noHodopsl ana H* (2,4-gpuuutpodeHon, FCCP
n ap.) MakcnmanbHas CKOpPOCTb OKUCIEHUs NPy pa3obLeHnm ~
B 3 pa3a npeBbillaeT HOPMarbHYHO.

UHrmbunTtopsbl AbixaHus — siAbl, KOTOPbIEe NOAABASAIOT NepeHocC
3NEeKTPOHOB Nno uenwu (asmng, umaHng, aHTUMUUMH A, POTEHOH).

UHrnoutop ATP-a3bl — OFIMFOMULINH.




MuToxoHApPUA Kak OCMOMETP

HabyxaHne MmutoxoHOapumn — naccmBHoe (B YCNoOBUAX
rMNOTOHUU) U aKTUBHOE (B YCNOBUAX HeagoCTaTKa
Kucrnopopaa).

HabyxaHue MUTOXOHAPUN MOXET NPUBOAUTD K
MCYEe3HOBEHUK KPUCT U pa3pbIiBY HapPYXHOU
MeMOpaHbI.

CxaTtue mutoxoHapumn (Bbixoa BoAbl) — pe3ynbTaTt
BO3[EeNCTBUA pa3obLunTenen.




MuToxoHApUA Kak
TepMoperyndarop

XXnpHbIe KUCNOThLI — NPUPOAHLIN pa3ooLuTenb,
KOTOPbIU peryriupyet COOTHOLIEHUE OKUCIIEHUS U
cuHTe3a ATO.

MutoxoHapuu B KneTkax Oyporo xupa — obecneymBaroT
TepmMoperynsumo m ObICTPbIN pa3orpeB opraHnsma. B
HUX coOepXuUTca cneumaribHbIU 0efioK — TePMOreHUH,
KOTOPbIU aKTUBUPYETCH 3a cHeT padboTbl HEPBHOMU
CUCTEMBI (CMMNAaTUYEeCKUX HEPBOB).
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