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BBenenne

bonpmioii o0beM © cucTeMaTU3alMsl CBEICHUA O MOJEKYJISPHBIX
MexaHu3Max (YHKIMOHMPOBaHHS KJIeTkH Ha pybexxe 20 m 21 BB obecreumiio
IIMPOKHE  BO3MOXHOCTH  HANpaBJICHHOIO  M3MEHEHHS W YIpaBJICHUSA
OMOJIOTUYECKUMH TPOIIECCAMHU BIUIOTh JI0 HMCKYCCTBEHHOT'O CO3/aHMS >KHUBBIX
KJIETOK (HalpaBJieHWE CHHTETHYECKOW OHOJIOTMH), HWMHUTAUUUA  CIIOKHBIX
MEXKJIETOUHBIX B3aUMOJICUCTBUI HEUPOHHBIX aHCaMOJied B TEXHUYECKUX
cUCTeMax. YK€ JOCTHUTHYThIE U OXHJaeMble yCIieXH B (papMaKOJIOTHH, TEPaIluH,
npoUIAKTUYECKON MEIUIIMHE, B arpOHAyKe, B COXpaHEHUU OMOpazHO0Opas3us, B
CO3JaHUM CUCTEM HCKYCCTBEHHOI'O HWHTEUIEKTAa TECHO CBS3aHbl C Pa3BUTHEM
OMOUH)KEHEpPHBIX  TexHojorud. C  y4eToM  CTPEMUTEIBHOTO  Pa3BHUTHUS
ouorexHosmoruit B 2020 T B TOpYYEHHMHM TIPE3UJICHTAa TNPABUTENIbCTBY PO
BBIJIBUHYTA 3aJaya CO3JaHUsSl COBPEMEHHOM CHCTEMBI IOJATOTOBKHA KaJpoOB B
00JIaCTU MOJIEKYJISIPHOM M KJIETOYHOM OMOMH)XEHEPUHU, HAYWMHAsl CO IIKOJIBHOM

ckambi [1].

B Hacrosiee BpeMsi BO3HUK CEpPbE3HBINM pa3pblB MEXKIY COJEpKaHUEM
IIKOJLHOTO Kypca OMOJIOTMM M COBPEMEHHBIM YPOBHEM TEOPHUH W METOJ0JIOTHH
OMOJIOTMYECKON HAayKH, KOTOpasi HOCUT BBIPAKEHHBIA MHTETPATUBHBIN XapakTep,
T.e. OIKWCaHWe, KilacCu(UKammsa, MOJCIUPOBAHUE JHO00TO OHOJOTHYECKOTO
mporiecca HayMHAeTCsl OT  MOJEKYJISIPHO-KIETOYHBIX  (PU3HKO-XMMHUYECKUX
MexaHu3MoB. Ilepexos k TakoMy IMyTH OHMOJIOTHYECKOTO TMO3HAHUS BO3MOXKEH U
HEOOXOJMM B CTapIIMX Kiaccax B pazzene oOmied Oumosoruu. OgHaKo gaxe
yAa4HO TOA0O0paHHbIE y4eOHBIE MaTepualibl, JOTUYHO COCTABJICHHBIC CHUCTEMBbI
MOHSATUM, B OT/ACJIBHBIX YYEOHMKAX IO OOIIEH OMOJIOTMU H3-3a HEJA0CTATOYHOTO
KOJMYEeCTBA y4yeOHOTO BpPEMEHM HE YCBAWBAIOTCS B JIOJDKHOW  CTEICHHU.
[IpeonosieTs pa3pblB MEXay OOpa30BaHUEM M COBPEMEHHBIMU HaIlpaBJICHUSIMU,
po0IeMaTUKON OMOTOTHYECKON HAyKH MOTYT MOMOYb Pa3BUBAIOIINE 3aHSTHUS B

paMKax KpYyKKOB, (akyJbTaTUBOB, HAy4YHBIX OOIIECTB OOydYaroIIUXCs Kak B



o011e00pa3oBaTeIbHON IIKOJIE, TaK U BHE €€ - B TEXHOMAapKax, KBAHTOPHUYMax U

JIpYruX BUAaX 00pa3oBaTEIbHON CPebl.

MUTOXOHAPHUOIOTHS TIPEACTABISIET OBICTPO PAa3BUBAIOIICECS HAIIPABJICHUE
Oouosioruu kjIeTku. Ero riaBHbIH OOBEKT MUTOXOHJPHUS — >KU3HEHHO BaKHBIN
opraHouJi, npousBoagmuid 6onee 90% CcBOOOIHON SHEPrUU IYKAPUOTHUECKOM
KJIeTKM. VHTEHCMBHOE U3YYE€HHE MHUTOXOHJPUI HAYaJoCh B  paMKax
ouosHepretuku B 50-60 r. XoTs MexaHuU3M TpaHChOpMAIlMM DSHEPIUH B
MUTOXOHAPHSIX B (QopMe XEMHUOCMOTHUYECKOTO COMNPSOKEHUS  TpaHCTIOpTa
AJIEKTPOHOB OT OKHCJISIEMBbIX cyOcTpaToB U cuHTe3a AT® ObL1 onucad yxe OoJiee
noiyBeka Hazaa [lurepom MwutdenomM, Noy4eHbl U3SIIIHBIE SKCIEPUMEHTAJIbHbBIC
JIoKa3zaTeabcTBa [1], ocTaeTrcss HeMallo «O€NbIX IATEH». XEMHOCMOTHYECKas
TEOpUsl TPOJOJDKAET Pa3BUBATHCA M O0OTAIIaTbCsl HOBBIMHU TPEJICTABICHUSAMH O
pecriupacoMax, O  HOBBIX  (YHKIMSIX  pa3oOHICHUS  OKUCIUTEIBHOTO
dbochopunupoBaHus U JbIXaHUS, BKIIOYas MHUTOXOHJAPUAIIBHYIO TEOPHUIO
npoucxoxaeHuss suporepmun [2]. Ilocne HoGenmeBckod mpemuu 1978 1 ObLIM
OTKPBITHI €IlI€ LENbId psAl BaXKHBIX (QPYHKIUH 3TOW opraHeibl. MUTOXOHApPHUS
MPEACTABISIET CBOECOOPa3HbIM MeTaboiauueckuii xab, mpu HEoOXOIMMOCTH (B
YCJIOBUSIX HECOaTaHCUPOBAHHOTO MHUTAHUS, TOJ0/Ia, TPEHUPOBOYHOTO TpoIecca 1
np) oOecrneunBarOMIMil TpaHCHOpMaLMO METabOJUTOB OJHOTO BHUIA B JPYTOM,
HarpuMep, TpaHchOpMalUIO YriaeBogoB B junuasl  [3]. MwuTtoxoHapuu
OTBETCTBEHHBI 3a 3alyCK amnonTo3a — MpOorpaMMHUPYEMOM KJIETOUYHOW CMEpTH,
KOTOpasi WrpaeT BaXHYI pojb B MopdoreHese, B NPOTUBOBUPYCHOM U
MPOTUBOOIYXOJIEBOM  HMMMYHHTETE  MHOTOKJIETOYHBIX  OpraHu3mMoB  [3].
HakannuBatrorcss Bce  HOBbie  (akThl 00  y4aCTUM  MUTOXOHAPUMA  BO
BHYTPUKJIETOUYHON cUTHanIu3auu. OTKpBITHE B MOCIEIHUE TOJAbl BEAyUIEH POJiv
MUTOXOHAPUA B YYBCTBUTEIBHOCTH K JIEKapCTBaM, B Mpolleccax CTapeHus,
aroITo3e,  HEWPOJAEIeHEPATUBHBIX  pAacCTPOMCTBAX U 3JI0KAYECTBEHHOU
TpaHchOpMaIi KJIETOK OpraHh3Ma TMPHUBEIO0 K CO3MaHUI0 MUTOXOHIPHAIBHOM

MCOIUITUHBI. BaxxubiM ee pasaciioM ABJIAIOTCA 60H63HI/I, CBA3AHHBIC C HAPYIICHUEM



GyHKIMA MUTOXOHAPHUHN, - MUTOXOHIpHaIbHBIe muTonatuu []|. Takum oGpazowm,
TO COBPEMEHHOE HAaIpaBJCHUE KJICTOYHON OWOJOTMHM WMEET 3HAYMTEIbHBIN
NOTEHIMAN [l Pa3BUTHS MHTEpeca, MCCIEI0BATEIbCKOM MOTUBALUM, O00y4YEHUs

COBPECMCHHOMY MHTCTPATUBHOMY 6I/IOJ'IOFI/I‘-ICCKOMy MBIITJICHHUIO.

[enb paboThl: pazpaboTKa pa3BUBAIOIIMX 3aHATUHN JUIS CTAPIIEKIACCHUKOB
110 COBPEMEHHBIM MPpoOieMaM OMOJIOTUY MUTOXOHAPHIA.

[lenp peanmu3oBasiach Yyepe3 CIeayOIUE 3a1a4u:

1. TloaroroBurh 0030p HCTOPUM U  COBPEMEHHBIX  MpoOsEeM
MUTOXOHIPHOJIOTUU IO COBPEMEHHBIM JINTEPATYPHBIM UCTOUHUKAM.

2. Pa3paborare maTepuanbl K HayYHO-TIOMYJISIPHON JIEKIIUU «HAa3BAaHUE»
(mHanpumep, «MUTOXOHAPUH W 3I0POBbE» WU «MUTOXOHIAPUM W MEAMIIMHA
Oyaymiero» nwin « MUTOXOHIPUU U TIPOUCXOXKIEHUE SYKAPUOT» U TIP).

3. Co3marb METOOMYECKHME MaTepHalbl K IPAKTUYECKOMY 3aHATHIO
«MuUTOXOHIpHaIbHasi HYTPULMOJIOTUS» -MEIULIMHCKUE CUTYyaTHBHBIE 3aJlaydl 10

BJIMAHHUIO THIIOBUTAMHWHO30B Ha MUTOXOHAPHAJIbHYIO SHCPI'CTUKY.

4. IIpoBecTu anpoOaruo pa3paboTaHHBIX 3aHATHI TUIsL
CTapILIEKJIaCCHUKOB.
1. MeTtonb! BeinoJHEHUST paboThl BKItouanu [O0pasuos, 2004]:

TeopeTndeckue: - aHalu3 JUTEPATYPHBIX HCTOYHHUKOB C HMCIOJH30BAHHUEM
nHpOpMaIIMOHHBIX 0a3 JaHHBIX...... - again3, O000O0IleHrne U CHUCTEMATU3ALIUSA
MOJIy4YeHHOU UH(pOpMaLUK.

[Tcuxomoro-negarorndeckue MeToabl OOYUCHHMS. TEXHOJOTHMH OOyYeHHUS B

COTPYIHUYECTBE

1 rmaBa

O0630p nUTEPATYpHI IO UCTOPUU U COBPEMEHHBIM TTpobIeMam

MHUTOXOHAPHUOJIOTHH
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1.1. OTKpPBITHE U OCHOBHBIE ATANbLI U3YYEHUS CTPYKTYDHI, DYHKIIUNA U

MPOUCXO0KICHUSI MUTOXOHAPUN

OnHol U3 XapaKTEpHBIX YEPT MPAKTUYECKU BCEX IYKAPUOTHUECKUX KIIETOK,
MOMUMO HJIWYUS s7pa, SIBISETCS MPHUCYTCTBHE MHUTOXOHApWA. B Hactosmiee
BpeMs C JIOCTATOYHON YBEPEHHOCTHIO MOXKHO OXapaKTEpHU30BaTh 3TH OPTaHEIUIBI
KaK CTPYKTYpBI C 4epBeoOpazHoil GopMoid, CITOCOOHBIE 00pPa30BBIBATH CIIOXKHBIC
BeTBsIIHECs ceTu. Ha 3leKTpOoHHBIX MUKPOGOTOrpadusx XOpOIIO 3aMETHHI JBE
OTJICIbHBIC MEMOpaHbI, OKpYy’Karolue 3ToT opraHouz kietku (puc.l.) [Alberts,

essentialcellbiology].

BHelIHsisi MeMOpaHa BHYTPeHHsIsl MeMOpaHa

Puc.1. Dnexkrponnas Mukpodororpadus momnepedHoro cedenust Mutoxonapuu [Alberts]

N3yyeHue 3TuX MO-HACTOSIIEMY YAMBUTEIBHBIX OPraHesl Hauyajaoch OKOJIO
180 ner Hazan. PasnuuHbie ydyeHble BTOpPOM mosioBMHBI XIX Beka MCHoiIb30Baiu
oonee 10 TEpMHHOB, OMUCHIBAIOIIMX CTPYKTYpbI, M3BECTHbIE HaM celyac Kak
MUTOXOHJPHH.

Tax onu OblTM BriepBble oOHapykeHbl P. A. Kemmkepom B 1850 romy B
MBIIIIAX HAaCEKOMBIX M Ha3BaHbl capkocomMamu. BmocnenctBun oHM ObLIH
obHapy:xensl Pooeprom 'yniuiem B 1890 rony.

[Tpumepno B 1890 roxy Hemeukuil ydeHsld Mo uMeHM Puxapa AsbTman
pa3paboran  Jydmui  cnoco0  COXpaHEHHs  WiIM  (PUKcAllMu  TKaHEH,
IIPEIHA3HAYEHHBIX ISl UCCIIEN0BAHMS MO MUKPOCKONIOM. OH Takke MCHOJIb30BaIl

HOBYIO KHCJIOTHO-()YKCHHOBYIO OKpAacKy TKaHEW IJisi MOATOTOBKU MPEAMETHBIX



CTEKOJI. 3aT€M OH CMOT YBUJETh HUTHU, MOXOKHUE HA LEMOYKH TpaHyJl, MOYTH BO
BCEX  MCCJIEAOBaHHbIX UM  KieTkax. OH  Ha3Ball  3TH  CTPYKTYpbI
"OuobmactamMu". AJTbTMaH MNPEANOJIOXKII, YTO TPAHYJbl SBISIOTCS OCHOBHBIMH
KUBBIMU €JIMHUIIAMHA BHYTPU KJIETOK, KOTOPHIE OTBEYAIOT 32 META0OJUYECKUE
npoiecchl. B camoM Havanie AnbTMaH MPEANONOXKUII, YTO OMOOJIACThI SABIISIIOTCS
cuMOMoHTamMu. OH CYMTaT HMX CIHOCOOHBIMH K OCHOBHBIM METa0OJIMYECKUM
mporieccaM W CUMTQJI  HSKBUBAJICHTHBIMM  HE3aBHUCUMO  CYHIECTBYIOIIUM
MUKpOOpraHu3Mam. JTa Teopus Obljla OTBEPrHyTa U 3a0bITa JI0 MOSBIICHUS paOOThI
aMepHuKaHCKoro yueHoro Jlman Maprymuc B 1960-x rogax. OHa npeamnosoxuia,
YTO MUTOXOHJPHUHU BO3HUKIIU U3 HE3aBUCHUMO YXKUBYIIUX OAKTEpUid, KOTOpbIE OBbLIN
MOTJIONIECHBI PYTOM KJIETKOW MyTeM 3HAOLUTO3a. ITU OaKTepUu MPUCTIOCOOUIINCH
K JKU3HU B KaueCTBE PHJIOCUMOMOHTOB BHYTPU KJIETOK-X035€B. BrioiHe BEeposiTHO,
[Ipeanonaraemple CUMOMOTHYECKHE OTHOIIECHUS PA3BUIUCH Oosiee MUIIHap/Ia JIeT
Hazan [4].

B 1898 rony nemeukwuii yuensiii Kapn bennga omyOnnkoBan pe3yibTaThl
CBOMX MCCIEHOBaHUW, B KOTOPBIX HCIOJIb30Bajl €HIE OJIMH KpacuTeb,
KPUCTAJUIMYECKUI (PUOJIETOBBIM, JUIsl M3yYEHHUs KIETOK IMOJA MHKpocKomoM. OH
uccienoBan OuoOnacTel, omucaHHble PuuapmaoMm AjbTMaHOM, U OOHAPYKHII
CTPYKTYpbI, KOTOpbI€ MHOT/IA BBITJISAEIN KaK HUTH, a UHOTJA Kak rpaHyibl. OH
BBEJ TEPMUH "MHUTOXOHApUS" Uisi WX O00O03HAYEHHUs, YTO TPOUCXOIUT OT
rpedeckux ciioB "Murtoc" (HUTH) U "XoHapoc" (rpaHyina), MpUYeM MHOKECTBEHHOE
yucio - "muroxonapuu". B 1900 romy JleonopMuxasnuc onyOIuKoOBal CBOU
UCCJIEIOBAHMSI, TOKA3bIBAIOIIME, YTO KpacUTENb SHYC 3€JICHbId OKpAaIlMBAET
MUTOXOHJAPHUHM B JKHUBBIX KJIETKAX, YTO MOATBEPAUIO HMX CYIIECTBOBAHHE KaK
HACTOSIIUX CTPYKTYP, a HE apTe(PaKkTOB, BO3HUKIIIUX MPHU NMPEapUpOBaHUH.

Hemano BpeMeHm moTpeOOBaNiOCh W JJIE TOrO, YTOOBI OINPEACIUTH
GyHKIMM MUTOXOHAPWA B KJeTKe. V3HadambHO WM TPUNUCHIBAIM POJb B
nepenade reHerrueckor wuHdopmamuu. M Bce ke B 1913 romy Hemeukui
onoxumuk Otto ['enpux BapOypr oOHapykui1, 4TO rpaHyJIsipHbIE HEPACTBOPUMBIE

KJICTOYHBIC CY6CTpaTBI CBsA3aHbI C ObIXaHUECM. O)IHaKO, MpexKac 4Y€M IIPUBCCTU
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MUTOXOHAPHUH K ONPEACIICHUIO «IHEPTreTUUECKUIN [IEHTP KJIETKW», Ha MPOTSHKEHUU
30-40 mer mOTpeOOBAIOCH MPOBECTH OTPOMHOE KOJIMYECTBO HMHTCHCUBHBIX M
KPOTIOTJIMBBIX OMOXUMHUYECKUX aHAJIU30B.

N3yuenne QpyHKIMI KIETOYHBIX OPTaHEIJT HA4aJIOCh TOJIBKO C TIOSIBJICHHUEM
U COBEpUICHCTBOBAHHMEM METOJIOB MX BblaeNieHUd. llepBbie ycrniexu B BBIJIEICHUU
WHTAaKTHBIX MHUTOXOHIPUA METOIO0M Ju(DPepeHIHalIbHOTO HEeHTPUPYTUPOBAHUS
Obutn JOoCTUTHYTHI B KoHIle 40-x 1. B 1948 r. B naGoparopuu AnbOepra
Jlenunpkepa ObUIO YCTAaHOBJIEHO, YTO B adpOOHBIX KIIETKAX BO BHYTPEHHEU
MeMOpaHe MHUTOXOHJPHUHN JOKaJu30BaHa IIEMb IEPEHOCUYMKOB HJICKTPOHOB Ha
KUCJIOPOJI, W OTH OpraHeiulbl OTBETCTBEHHBI 3a cuHTe3 AT®O nyrem
okucnutenbHoro QocdopunupoBanus. [lonoxxkenue mnepenocunkoB B ITL]
OTPENIECNIACTCS €r0 OKUCIUTEIHHO-BOCCTAHOBUTEIIBHBIM MOTEHIIMANIOM. [[eTanbHbIi
aHaJIM3 COCTaBa, CTPOEHUS M (DYHKIIMOHUPOBAHUS DJIEKTPOH-TPAHCIIOPTHOM IENHU
(OTL]) crtan BO3MOXKEH C pPa3BUTHEM METOJOB DJJIEKTPOHHON MHUKPOCKOIHUH,
CHEKTpO(POTOMETPUH, METOJIOB MOJSIPOrpaUUecKOro OMpeAeiIeHUss CKOPOCTH
NOTPEOJICHUST KUCIIOPOAa CyCIIeH3UeH MUTOXOHAPHIA INVItro. 3HAUYNTEIbHBIA BKJIA]
B 9TU uccliienoBanus Buecau [asuna I'pun u bpurton Yanc, Ddpaum Prkep.

[Tepexon 37MeKTPOHOB OT MEpEeHOCUUKa ¢ 0oJiee OTPUILIATETLHBIM PEIOKC-
MOTEHIIMAJIOM K TIEPEHOCUUKY C Oosiee MOJIOKUTEIBHBIM PEIOKC-TTOTCHIINATIOM
COTNPOBOXKJIAETCS BBIJCICHUEM OJHEpPruu. MexaHu3m e€ UCIHOIb30BaHus IS
cunteza AT® ponroe BpeMs ocraBayics HeusBecTHBIM. B 50-60-¢ romapl
MHOTOYMCJICHHBIC TOMBITKM HANUTH XUMUYECKHI areHT, CBS3bIBAIOIIUNA IMEPEHOC
ANEKTPOHOB ¢ (pepmeHTOM, cuHTe3upyronuM ATD, He yBeHuanuch ycnexom. B
1961 roay AHTJIUHCKUN OMOXMMHUK [TuTep Mutuen BBIJIBUHYJI
XEMUOCMOTHUYECKYIO THUIIOTE3Y, KOTOpasi 0OBSICHSIa MEXaHU3M COMPSIKEHUS Yepes
co3manue rpanuenta npotoHoB (H+) u  ocmoruueckme cunbl. B xoxge
HKCIEPUMEHTOB C OPraHUYECKUMHU MPOHUKAIOIIMMHA MOHAMH YEPE3 BHYTPEHHIOIO
MeMOpaHy MUTOXOHIpHM coBeTckue Ouoxumuku Edum Jlubepman u Bragumup
Ckynau€B YCTAaHOBWJIM M KOJMYECTBEHHO OLIEHUJIM 3JIEKTPUUYECKYIO KOMIIOHEHTY

nporoHHoro rpaauenta (ApH+). B 1978r. HoOeneBckas mnpemuss MexaHusm
8



UCIOJIb30BaHUsl MPOTOH-ABIKYIIEH cuibl ansi cuHTe3a AT® Obul ycTaHOBIIEH
Jxonom Yokepom u [Tonom boitepom. (HoOeneBckas npemust 1997r).

Ha pyGexe 20 u 21 BEKOB HCCIIEIOBAaHMS KJICTOYHOI'O CHUTHAJIMHTA, €ro
y4acTHusl B JUHAMUKE KJIETOYHBIX MOIMYJISIUN B OpraHu3Me MPUBENIH K BBISICHEHHIO
pOJIM MUTOXOHJIPUN B TaKUX IMpolleccax Kak amonto3 W aytodarus, KIETOYHOE
ctapeHue. COBpEMEHHBIE HCCIIECIOBAHUS MPOJOJDKAOT HM3YYEHUE CTPYKTYpHI,
GYHKIUNA ¥ TIPOUCXOXKICHUS MUTOXOHAPUN, WCIIOIB3YS METOIbI MOJICKYJISIPHOU
OWOJOTMY, TEeHEeTUKU M OuoxuMuu. B HacTosiiee BpemMsi MHUTOXOHIPHOJIOTHUS
BBIICJIUJIACh B CAMOCTOATENIbHOE HAYYHOE HalpaBiieHue. boiiee Toro, OTKphITHE B
NOCJIEIHUE TOJbl BEAyIIEW pOJIM MHUTOXOHJIPUHA B YYBCTBUTEIBHOCTH K
JIEKapCcTBaM, UX KIIFOYEBOM POJIM B CTAPEHUH, AllONTO3€ U HENPOJIET€HEPATUBHBIX
PacCTpOMCTBAX MPUBEIO K CO3JAHUI0 MUTOXOHAPUATBHON MEAULIUHEI [S].

KacarenbsHo HBOJIFOLIMOHHOTO MIPOUCXOKICHUS MUTOXOHAPHI,
TPAAUILIMOHHO pPACCMAaTPUBAINCH JIBE€ aJIbTEpPHATUBHbIE THUNOTE3bl. llepBad
IpeAnoaraeT, YT0 MUTOXOHJIPHUH MOSIBUIUCH BHYTPU OJHOU KJIETKU B pE3yibTaTe
mpoiiecca  BHYTPHUKJICTOYHOM  KOMIApPTMEHTANM3AMU U (DYHKIIMOHAIBHOU
crielManv3anuu (ayToreHHOe MPOUCXOoXKJeHue), a korga Obuta oTkpeita [JHK B
3TON OpraHesuie, MPUILIOCh T0OABUTh MPEANOIOKEHUE O TOM, YTO T€HEeTHYecKas
uH(dOpMaIUs U3 OJHOTO SIIEPHOTO TEHOMAa pachpenenuiach MEXIy ABYMs STUMHU
kommapTMeHTamu []. BTopas runoreza mpenmnosnaraer, 4ro MHTOXOHIPHH
BO3HUKJIU B pe3yabTare CUMOMOTHYECKUX OTHOILIEHUI MEXKY
MPOTO’YKAPUOTUYECKOM  KIETKOW M MPOCTO  YCTPOCHHBIM  MPOKAPHUOTOM,
CIIOCOOHBIM K OKHCIUTEIbHOMY (ochopmmmpoBannio []. Ha ceromnsmuuii n1eHnb

BCCPHE3 paCCMATPUBACTCA TOJIBKO BTOpPAA I'MIIOTC34a.

1.2. PoJib MUTOXOHJIPHUI B DPHEPTETHUKE AdPOOHBIX KIETOK

B MHUTOXOHIpHAX COCPENOTOYEHBI OCHOBHBIE IIyTH OKHUCIUTEIBHOTO
KaTabosiM3Ma, BEIylIMe K TEeHEpalMM JBYX SHEPreTUYECKUX BaJTIOT KICTKU -
IEKTPOXUMHUYECKOTO NoTeHInana H+ Ha BHyTpeHHer meMOpane (nenpra-moH+)

u aneHosuHTpudocdara (puc. 1).
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Puc. 1. Obwas cxema kamaboausmal]

B  xome  Oera-okuclieHHS ~ KUPHBIX  KHCJIOT,  OKHCIUTEIHHOTO
JeKapOOKCUIMPOBaHUsl MHUPYyBaTa M PAa3BETBICHHBIX aMUHOKHUCIIOT, 00pa3yroTcs
alleTWIbHBIC TPyNIbl, KoTopble B ¢dopme anetwnKoA BcTymaroT B LUK
TpukapOooHoBbiX Kuciaor (LUTK) — oOmmii KOHEYHBIH MyTh OKHUCIUTEIHHOTO
KaTaboJiM3Ma BCEX BUJIOB KJIETOYHOTO TOIUIMBA B a’3pOOHBIX yCIoBUAX. B sToMm
[IUKJIE OCBOOOXK/IaeMbI€ B XOJI€ JTaJbHEHIIIETO OKUCIICHHS JIEKTPOHBI TIEPEIat0TCs
JEeTUApOreHa’aMu Ha  HUKOTUHAMUIHBIE U (JIaBUHOBbIE  KO(MEPMEHTHI
(HukouHamuAaAeHUHAMHYKIeoTu T NAD+ u ¢naBunaaeHunaunykiaeotusq FAD
COOTBETCTBEHHO), OCYIIECTBIAIONINE WX TPAHCIOPT B JBIXATEIbHYIO WIH
aneKTpoH-TpaHcnopTHYO 1enb (DTL). dyuknuonansHas rpynna NAD+ —
HUKOTMHAMUJIHOE KOJIBIIO, CIOCOOHOE€ K OOpaTUMOMY MPHUCOCIWHEHUIO JIBYX
ANEKTPOHOB U mpoTtoHa H+ (rumpua-uon H-), siBisieTcss mpou3BOAHBIM BUTaMHUHA
B3 wnu Huarmuua. FAD coaepXut M30aI0KCa3suHOBOE KOJBIO (IMTPOU3BOJIHOE
ButamuHa B2 wimm pubodraamuHa) U CocoOEH B JBYX MOJIOKEHHUSX 0OpaTUMO
MPUCOEANHATh ANEKTpoHbl. FAD mpucoeaunser snexkrponsl Bmecte ¢ H+, 1.e. B
BUJIC OJHOTO WU JBYX aTOMOB Boaopoja. B ormmume ot NAD, cmabo
yAEPKUBAEMOM/ICTHIPOTEHA3aMH1, CIIOCOOHOM CBOOOJHO TEPEMEIIAThCS MEXTY
stumu pepmentamu, FAD Gosiee npodyHo (MHOTIA, KaK B CYKIIMHATACTUIPOTECHA3E
I[ITK naxe xoBajgeHTHO) cBs3aH co cBouM ¢depmentom. NADH u FADH?2

nocTtaBisiloT AnekTpoHel B OTLl He Tombko u3 LTK, a Takxke u3 npyrux
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MeTabOIMUYECKUX MyTeH, MPOTEKAIOUMX KaK B MUTOXOHIPHSIX (OeTa-OKHUCIEHHE,
NUPYBATAECTUAPOrE€HA3HbI KOMIUIEKC) TaK U B APYIMX KOMIApPTMEHTAaX KIETKH.
[Ipouecc nepeHoca 3JIEKTPOHOB IO JABIXATEIbHOW LENU K KOHEYHOMY AKLEHNTOPY
AIIEKTPOHOB - MOJEKYJISIPHOMY KHCJIOPOAY - COIPOBOXKIAETCS OYEHb OOJIBIIUM
YMEHBILIEHUEM CBOOOJAHOM HHEprud. 3HAYMUTENbHAs dYacTb OSTOM BHEPIruu
UCIIOJIB3YETCsl 1M1l pabOThl MPOTOHHBIX HACOCOB, BhIKaunBaromux H+ n3 marpukca
B MEXMEMOPAHHOE MPOCTPAHCTBO C€ OOpa30BaHUEM DIIEKTPOXUMHUYECKOTO

noreHimana H+.

Komnnekc | Komnnekc Komnnekc IV Komnnekc V
— N
2H" GI/-I_*_
= L
v
aad

0,

Ty | Vv 4H" -l
HAOH—> HAOQ® ©®AOH, ®AQ 3AOQD + 3 Pi ATO-
+H* CUHTa3a

3AT®

Puc. 3 Cxema ovixamenvHol yenu MumoxoHoputl
DONEeKTPOH-TPAHCIIOPTHAST 1IEMb DJYKAPUOT — II€Mbh OEJIKOB BHYTPEHHEH

MeMOpaHbl, OCYIIECTBIISIONIAs IEPEHOC PJIEKTPOHOB OT OKUCISIEMBIX CYOCTpaTOB K
MOJIEKYJISIpHOMY Kucjaopoay. Baxueie pyHkunoHanbHo Oenku B coctaBe DTI —
3TO (IaBOMPOTEUHBI, TEMCOEPKANTUEITUTOXPOMBI U JKEJIe30-CepHBbIe OENKU. DTH
OCJIKH B OCHOBHOM SIBJISIFOTCSI MHTETPAJIBHBIMH O€JIKaMU, KpOME IMTOXpoMa C,
KOTOPBIM JIOKAJM30BaH Ha OOpalieHHOW B MEXKMEMOpPAHHOE MPOCTPAHCTBO
MOBEPXHOCTU BHYTpeHHEN MeMOpaHbl. HeOenKoBbIl MEPEeHOCUHK — YOUXUHOH WIIH
ko9H3uM Q cBOOOIHO TuddyHAMpYeT B tunuaHoMOucoe. Kak u ¢raBonporenHsl
OH croco0eH oOpaTumo mpucoenuHsaTh kak onuH (QH-) Tak u 1Ba 3JIeKTpoHA
(QH2). [Tepenocuuku ITL] oprannzoBaHsl B GopMe YETHIPEX MYJIbTUPEPMEHTHBIX

KOMILJIEKCa, O00O3HAayaeMbIX JIATUHCKUMU  mudpamu. s  onpeneneHus
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nocieaoBaTeabHOCTH TepeHocunkoB B OTL[ wucmonb3oBamu  pazHOOOpa3HbIE
HKCIIEPUMEHTAJIbHBIE METOJbL: ONPENEICHUE OKUCIUTEIbHO-BOCCTAHOBUTEIBHBIX
NOTEHIIMAJIOB,  CHEKTPOPOTOMETPUYECKOE  ONpENEICHUE  OKHUCIECHHBIX U
BOCCTAHOBJICHHBIX (OPM TMEPEHOCUYMKOB IOCJIEe J00aBICHUSA CHEIUPUISCKIX
WHTUOUTOPOB OT/AEIBHBIX KOMILUIEKCOB WM JOHOPOB 3JIEKTPOHOB OTIEIbHBIX
komruiekcoB. Kommiekcet I (NADH-CoQ-penykraza) u Il (Cykmunat-CoQ-
penaykraza) nepeHocAT 3ieKkTpoHbl OoT NADH u cykinunata Ha YOMXHHOH.
Kommnieke III ocyimiecTBiasieT TpaHCHOPT 3JEKTPOHOB OT BOCCTaHOBIEHHOroCoQ
Ha nuToxpoMm c. Kommuekc IV niepenaeT 351eKTpOHbI Ha KACIOPOA.

B OTLl Bo3MOXHa TNpexIAEBpEMEHHAas  yTEYKa JJEKTPOHOB U
OJTHORJIEKTPOHHOE BOCCTAHOBJIEHUE KHUCJIOPOJA 10 CYNEPOKCUI-aHUOHpAIUKAIIA
*O,". OTOMY CITOCOOCTBYET 3aMENJICHUE AIEKTPOHHOIO TPAHCIIOPTA HA KAKOM-JIHO0
yuactke OTL[. CkopocTe-muMuTHpyIOIIUM  y4dacTkoMm  siBisgercss  CoQ,
OCyHIeCTBISIOMMNA  mepeHoc nyreM nuddy3uu. CoOOTBETCTBEHHO, YTOOBI
NPEIOTBPATUTh HAKOIUIEHHME BOCCTAHOBJIEHHBIX (popMm mepeHocuukoB Ha [ u II
KOMIUIEKCax M o0pa3oBaHHE Cylepokcuia KonuyecTBO Mosiekydl CoQ moimkHO
CYWIECTBEHHO IMpeBblaTh apyrue KoMnoHeHThl OTL[. CoQ cunTe3upyercs B
OpraHM3M€ 4YeJOBEKa M JKMBOTHBIX, HO CKOPOCTb €ro CHHTE3a HE BCerja
COOTBETCTBYET MOTPEOHOCTSM D3HEPIeTUKH, MOITOMY B MOCJIEIHUE TOJbl €ro
OTHOCAT K  BUTAMUHONOJOOHBIM  BEIIECTBAM W  HUCIHOJB3YIOT  Kak
dbapMakoJIOTHYECKU areHT Mpu yrpose u30siTouHOM Tenepanuu B DTI[ Oy
Cynepokcun BOCCTAHABJIMBAETCS CIIEIHAIBHBIM bepmeHTOM
CYNEPOKCUIUCMYTa30i 110 mepekucu Bojoposa. HoOz MoxkeT o0e3BpexuBaThCS
Karanazor oo (pepMeHTaMM TITyTAaTHOHIEPOKCUA30M M TIIyTaTOMHPETYKTA30M.
JIu6o, nedepmenraruHo pearupys ¢ Fe?" | HyO, obpasyer emie Gosee onacHbIi
TUAPOKCUIIBHBIN paJiuKaj, BCTYHAIOMUM B PEAKIHUH TMEPEKUCHOTO OKHCICHUS C
ounugamMu W Oenkamu  KIeTkd.  J[ms mpeoTBpaimieHuss — yrposbl
CBOOOTHOPAIUKAIBHOTO U MEPEKUCHOTO OKUCIICHUSI OMOMOJIEKYT (OKUCITUTEIbHBIN
cTpecc) B KiIeTKe (GYHKIMOHUPYET CJIOXKHAs CHUCTeMa HEPEPMEHTATHUBHBIX U

q)epMeHTaTI/IBHBIX AHTHOKCHUIAHTOB. BO3MO)KHO, BKJIag B CACP)KHUBAHUC
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OKHCIIUTEIBHOTO CTpecca BHOCUT IMEpecTpoiika pPeKUMOB (HYHKIIMOHUPOBAHHUS
OTL.

B nocnennue roapl yctaHoBieHo, uTo mnepeHocunku OTIl crocoOHbI
BCTyHaTh APYr C APYTOM B CIIOXHBIE JWHAMHYHBIE B3aUMOJEWUCTBHS, 0Opa3ys
KpYIIHbIE,  CYNPaMOJIEKYJSIpHbIE  CTPYKTYpbl —  CYNEpPKOMIUIEKCHl  WIIU
pecniupacombl. K Haumbonee pacnpocTpaHEHHBIMCYNEPKOMILIEKCAM OTHOCSTCS
komrieke I/, kommmekc I/II/IV u xommiuekc III/IV. BombmmHCTBO MOEKym
KoMIuiekca Il Kak B pacTUTENbHBIX, TAK U B dKUBOTHBIX MUTOXOHIPHUSAX HAXOAUTCS
B cBoOOAHOM Buae. ATd-cuHTa3a TO)KE MOKET MUTPUPOBATH BMECTE C IPYTrUMU
CYNEPKOMILIEKCAaMH, HO €/[Ba JIM OHA BXOJIUT B UX COCTaB. Y CJIOBUSI U MEXaHU3MBbI
nepexona IOTL[ k ¢yHKIIMOHMPOBAHUIO B (popme pecnupacoM, (PpyHKIHMOHAIbHAS
pOJIb PECIIMPACOM HM3Yy4arOTCs, HO BCE €Ille HEIOCTAaTOYHO BBIACHEHBI. HemaBHO
BBIJIBUHYTA THUIOTE€3a O TOM, UYTO OpraHM3aIusl JbIXaTelIbHbIX (DEPMEHTOB B
CYIIEpPKOMILIEKCHI COKpAIIAET YTEUKY 3JIEKTPOHOB 13 JTLI, TeM caMbIM caepKuBast
OKUCJIUTENIbHBIE TIOBPEXKJIEHUSA W TOBBIMAsS 3(PPEKTUBHOCTh TpaHCHOpPTa
3JIEKTPOHOB[].

OcHoBHOI1 PyHk1menn DTL] sBnseTcs NMpeBpallleHue YHEPTUU TPaHCIOPTa
AJIIEKTPOHOB B JHEPIHUIO dJIEKTpoxuMuueckoro norenuuana H+. I[Ipu nepenoce no
OTII naper snekrpoHoB or NADH kommiekcsr I u Il BeikauuBaror mo 4H™, 1V
KOMILIEKC BeIkaunBaeT 2H+, T.e. Bcero 10 H™,

[IpoTOHHBII rpaiMEHT MPEACTABISIET CBOCOOPA3HBIN pe3epByap SHEPTUH B
kietke. IlepeHoc cBOOOAHOW »SHEpPrUM U3 OBTOrO pe3epByapa B Jpyrue
KOMIIAPTMEHTHI KJIETKM ocyniecTBIsIeT AT®, mo3TOMy €€ CHHTE3 UMEET OIPOMHOE
3HAQ4YECHUE ISl )KU3HEEATENbHOCTH KIETKHU.

ATP-cuHTa3a mpeacTaBisieT MOJIEKYJSPHYIO MallMHy, 00eCleurBaronIylo
IIPEBpAILEHUE DJHEPrUM MPOTOHHOIO TPagUEHTa B XUMHUYECKYIO DHEPIUIO
Makposprudeckoit cBsizu AT®D. DepMEeHT COCTOUT U3 IBYX MHOTOCYObETUHUIHBIX
KOMIUIEKCOB. Fo— uWHTerpaigpHbili  O€JIOK, MPOHU3BIBAIONIMNA BHYTPEHHIOIO
MeMOpaHy ¥ BriIrovaromui kaHan juisi H+. Kamam wmoker OmokupoBaThCs

AHTUOMOTUKOM OJIMTOMULIMHOM. OOpaIieHHbI B MaTpUKC KOoMIUIeKe Fi , Kak-Obl
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HazeT Ha Fo, u comepxkut 3 yuactka cBsizpiBanust ADP u Pj. F; Obin BmepBbie
BbiienieH . PakepoM. CoctaB cyObeAMHHII, UX CTPYKTypa OBUIM H3Y4YECHBI
KoJUuIeKTUBOM J[k Yokepa ¢ MOMOIIBIO PEHTTEHOCTPYKTYPHOTO aHanuza; l[loi
boitep npemyioxkunin MexaHW3M BpalaTeabHOro karanusa. I[lepenoc mporonoB H+
BMaTpuKc uepe3 kaHan F, 3amyckaer Bpamenue Fi, mpu obGopore Ha 120°
MEHSAETCS KOH(POPMALMSIHYKICOTUICBA3BIBAIOIIUX CYOBEAUHUI] M TPOUCXOJUT
ocBoboxkaenne ATP ¢ oxgnoit u3 Hux. 3a momHbd 000poT B 360° ATP-cunTaza
ocBoOoxaetr 3 moisiekynasl ATP. 3a sty uccnenosanus JIx Yokep u Il. boiiep
ObLIM YJOCTOEHBI HOOEJEBCKOW mpemMuu no xumud B 1997 r. Hecmorps Ha
JOCTUTHYTBIE YCHEXHM B U3YYEHUM OKHUCIHUTENIBbHOrO (ochopunrpoBanus,
OCTAIOTCS HEU3BECTHBIMM MHOTHE AeTanu (pyHkiuonupoBanus ATd-cuHTa3bI.
DTO 3aTpyIHSIET NMPEACTABICHHE CTEXMOMETPUU Ipolecca. B HacTosmiee Bpems
npuHaro, 4ro nepeHoc 3H+ uepe3 kanan AT®-cunrtazel TpeOyercs s
ocBoOOXIeHust ojHoil Moisekynsl AT®d; kpome Toro 1H+ wucnonb3yercs
NEPEHOCUYMKOM (ocaTa U aJCHUHOBBIX HYKJIEOTHUJOB 4YEPE3 BHYTPEHHIOIO
MeMOpany. Eciau mpuHsTh, 4TO npu nepeHoce napbl 31ekTpoHoB oT NADH Ha
kucaopos BeikaunBaercs 10 H+, a or FADH2 — 6H+, sToro konuuecTBa npoTOHOB
Oyznet pocratodHo s cuatesa 2,5 u 1,5 AT®. J[poOHble ynciia Takke B pacueTax
JIOITyCKaeTcst OKpyriaTh 10 3 u 2 AT®. B cooTBETCTBUE C TEPMOAMHAMUYECKUMHU
pacueramu dpdextuBHocth KIIJ[ cunteza AT® cocraBiger oxono 40%,
3HAUYMUTENbHAS YACTh SHEPTUU PACCEUBAETCS B BUE TeIUIa.

Cunre3 AT® — He €AUMHCTBEHHBIM MPOLECC, MAYLIIMKA 3a CYET DHEPTUU
AIEKTPOXUMUYECKOTO TrpaaueHTa. B Marpukce, rae HaxoAsaTcs (PEpMEHTHI,
yuacTBytomue B u1ukie Kpebca u apyrux MeTaboIMYecKUx peaxiusx,
HEOOXOJMMO TMOJJAEPKUBATH BBICOKHE KOHIIEHTPALUM PA3JIMYHBIX CYOCTpATOB.
[TosTroMy dYepe3 BHYTPEHHIOIO MeMOpaHy JOJDKHBI — TPaHCHOPTHUPOBATHCS
pasnuYHbIe HECymue 3apsn cyocTparbl. VX aKkTHBHO TEpeKayuMBalOT TMPOTUB
AIEKTPOXUMUYECKUX TPAJMEHTOB BCTPOCHHBbIE B MEMOpaHy OENKH-MEPEHOCUUKHU.
OHeprus 3MEeKTPOXUMUYECKOTO MPOTOHHOIO IPaAUEHTa UCIIOJIb3YETCS TAKKE IS

nepeHoca B MaTpukc MoHOB Ca®*, KOTOpblE MIPAOT BaXKHYIO POJIb B PETyISLHU
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AKTUBHOCTH MHOTHX MUTOXOHJAPHANBHBIX (pepMeHTOB. boibloe 3HaUeHnEe UMeeT
IIOTJIOLIEHNE MUTOXOHJPUSAMM ITHUX HWOHOB JUIA YNAJICHHUS HUX W3 LUATO30JI, TIE
BBICOKas KoHeHTpanus Ca®" aBisieTcst OMacHoOil.

[Tockonbky pabora OTIl compoBokmaeTcsi TreHepalHel He TOJbKO
MPOTOHHOTO TPAJUEHTa, HO U CBOOOIHBIX PAJIUKAIOB KUCIOPOJa, HHTEHCUBHOCTb
OKHUCJIMTENIBHOTO TpOoIlecca, OKUCITUTENBHOTO (QochopuirpoBaHus, CKOPOCTb
NOTPEONEHUST KHUCIOpOAa JOJKHBI CTPOrO PEryJIMpOBaThCS B COOTBETCTBHE C
NOTPEOHOCTSIMU KJIETKH B dHEpPruM. Takas peryisiius Ha3bIBACTCS JIbIXaTEIbHBIM
KOHTponeM. O ero CymecTBOBaHMH B DJKCIIEPUMEHTE MOXKHO CYIHUTh IO
BBIDOKEHHOMY  BJIMSIHUIO Ha TOTPEOJIEHHE  KHUCJIOpPOJa  MHUTOXOHIPHSIMHU
conepxkanusi AI®. Ncuepnanne AJID B cucreme invitro IpUBOJUT K PE3KOMY
3aMEeIJICHUIO bIXaHus, pu gooaBieHnu AJlP cKOpoCTh IbIXaHUS YBEIUUYUBACTCS
MOYTH Ha NOPAIOK. MeXaHU3Mbl JAbIXaTeIbHOTO KOHTPOJIS,, BEPOSTHO, BKIFOYAIOT
AJIJIOCTEPUUECKYIO PETYISILHUI0 JUMUTHPYIOMIUX (PepMEHTOB KaTabonu3ma, MEHee
SICEH BOIIPOC O CYIIECTBOBAHUM PETYJISATOPHBIX MEXaHU3MOB B pabote DTLI.

Taxum oOpa3om, JbpIXaTelbHas 1LIE€Nb HAIIOMHHAET KAacKaJHOE YCTPOWCTBO,
MOCTABJISIIOLIEE KJIETKE CBOOOIHYIO SHEPTHUIO YIOOHBIMU ISl HEE MOPIUSMHU.

CyMMapHbI€ peakIuy adpoOHOTO JIbIXaHHUS:

CeH1206+2Du+2A0D+2HA] -2 MupyBar+2HALGH+2H +2ATD+2H,0
2Iupyeam+2HA" »2Ayetnn—S—-KoA+2HALH+2H +2CO:

2Ayemun-S-KoA+6HA" +@IMT+2AL®+2®H—~COs+6HATH+6H" +DITHy+2ATD

CyMMUpys TpU YpaBHEHUS MTOITYUUM:

TImokosa+®u+4AJO+HA +@1-6CO+10HAJH+10H +4ATO+DITH2+2H20

10HAITH+10H" +32®n+32A/]D+602+3DPITH> —»32A T®+40H0
DK3eproHN4eCcKuii KOMIIOHEHT:

Tiokoza+60:-6CO+6H.0 AG' = — 680 kkan

DHAEPTrOHMYECKUN KOMITOHEHT:
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34PH+36ALD-36ATO+42H,0 AG' = + 263 KKan

Taxum oOpazom, oO1as 3PPEeKTUBHOCTh HAKOIJIEHHSI SHEPTUU COCTABIISET
263/680*100=39%.

AT® cayXAT UCTOYHUKOM SHEPIHH I BCEX KJIETOYHBIX MPOIECCOB, TAKUX Kak
COKpAIl[EeHHE MBIIIL, CUHTE3 OEJIKOB U IMepeAadya HEPBHBIX UMITYJIbCOB. CHHTE3
AT® — He eJAMHCTBEHHBIM MpoOUECC, WAYUMA 3a CYET DHEPruu
AIIEKTPOXMMHUYECKOTO TpaaueHta. B MaTpukce, Tae HaxomsaTcs (epMeHTHl,
yuacTBytomue B uLukie Kpebca u apyrux MeTabONMUYECKUX pPeaKIusX,
HEOOXOAMMO TMOJJIEPKUBATH BBICOKHE KOHIIEHTPALIMH Pa3JIMYHBIX CyOCTpPaTOB.
[Tosromy dYepe3 BHYTpPEHHIOO MeMOpaHy JOJDKHBI — TPaHCHOPTHUPOBATHCS
pasznuyHble Hecylue 3apsaj cyocTparbl. VX akTHBHO NEpPEKayMBAIOT MPOTUB
AIEKTPOXUMHUYECKUX TPAJHEHTOB BCTPOCHHBbIE B MEMOpPaHY OEIKH-NEPEHOCUUKHU.
DHeprus AMEKTPOXUMUYECKOTO IMPOTOHHOIO IPaJMEHTa UCIOJb3YETCA TaKXKe UL
IepeHoca B MaTpukc HOHOB Ca2+, KOTOpbIE MIPAOT BAXXHYIO POJIb B PErYJIALIUU
AKTUBHOCTH HEKOTOPBIX MHUTOXOHJIpUAIbHBIX (epMeHTOB. bBosblnoe 3HaueHue
MMEET IOIJIOIEHNE MUTOXOHIPUSAMU 3TUX MOHOB JUIS YIAJICHUS UX U3 LUTO30J14,

r7e BbICOKas KoHIeHTpauusa Ca2+ ABIsSIETCS ONACHOM.

1.3. MI/ITOXOH,Z[DI/II/I KaK CBA3VYIOIMCC 3BCHO MCKY Pa3HbBIMH BHAAMH

oOMeHa

MuToXOHpUH YYaCTBYIOT B META0OJM3ME YTJIEBOJIOB, KUPOB U OEIKOB,
oOecrieunBast KJICTKU YHEPrUuei U HE0OXOIMMBIMU CTPOUTEITHLHBIMH OJIOKAMHU.

B SHIOKpWHHBIX KJIETKAaX HAJANOYCYHUKOB W TIOJIOBBIX  JKeje3
MUTOXOHJPUNYYACTBYIOTB CUHTE3€ CTEPOUTHBIX TOPMOHOB. B
ATUX KJIETKaX MUTOXOHJPUU UMEIOT KPUCTBI B  BuAe TpybOouek (TyOyin),
YIOPSATOYCHHO PpACIIONIOKEHHBIX B OMNpPENEJICHHOM HampaBieHuu. [loaTomy

KPUCThl MUTOXOHJIPUWA B CTEPOUANPOIYLUPYIOIIMXKIETKAX HA3BaHHBIX OpPraHOB
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UMEHYIOTCS  TyOymspHbIMH.  MaTpUKC MUTOXOHIPUM, WM  COACPKUMOE
BHYTpEHHEH KaMmephl, TMpEACTaBIsAeT COOON  reneoOpa3Hyl0  CTPYKTYpY,
comepxkamyro okoso 50 % GenkoB. OcMUO(UIBHBIE TEbla, OMHCAHHBIE IPU
AIEKTPOHHON MUKPOCKOIINH, — 3TO PE3E€PBbI KaJIbLU.

OHHM TakKe PEryJHpyIOT IOMEOCTa3 KaJbLMs, POCT KIETOK U JECJICHHE
KJIETOK, a TaKKe IMOenb KJIETOK Yepe3 amonrto3 M ayrodaruto. MUTOXOHApPUN
UTPAIOT IEHTPAIBbHYIO POJIb B TOMeocTa3e KiIeTOK. OMHON U3 BaxHBIX (PyHKIUN
MUTOXOHJIPUM SABJIAETCS HMHTErpalus METa0OJMYECKMX OTBETOB C OJHUM U3
KPYITHEUIINX CUTHAIBHBIX ITyTEH KaJbLIMEBOM CUTHAIM3ALMH. ... B3aUMOCBS3b
MEXKIy  OHIOIUIA3MATUCEYKMMPETUKYIYMOM W  MUTOXOHIPHUSAMH  SBIISIETCS
KJIIOYEBOM JETEPMUHAHTON KJIETOYHBIX (DYHKUMH M KOHTPOJS BHYTPHUKIETOYHOMN
CUTHAJIM3AIMKN Kajublus. Acconuanus Ma3MaTudeckod MeMmOpaHbl U MEeMOpaHbI
HH/IOIIA3MATHYECKOTOPETUKYIyMa MPUBOAUT K (POPMUPOBAHUIO CHELUPUUIECKON
KOMIUIEKCHOM  CTPYKTYpbl ~ aCCOUMHUPOBAHHOM  MeMOpaHbl  MHUTOXOHJPHUH.
Nnentudukaius  KICTOYHBIXUMUTOXOHAPUAIBHBIX Ca2+  TpaHCIOPTEPOB U
BBISICHEHHE MEXAHU3MOB UX (DYHKIIMOHUPOBAHUS OTKPBHIBAET HOBBIEC MEPCIIEKTHUBbI

X HCIIOJIL30BAHUS B KAYSCTBE MUIIICHEH TCPAIICBTUYCCKOI'O BOBH@ﬁCTBHH.

1.4. Mutoxonapuu, anonto3 1 ayrobarus (HE XBATAET CCHIUJIOK)

Ha cerogusimiHuii IeHb MOKa3aHO CYIIECTBOBAHHWE TPEX OCHOBHBIX (popMm
nporpammupoBanHor rTubenu kietku: anonrto3 (I tum I1I'K), ayrodarus (II tun
[II'K), nekpozonogoduas III'K (III tun III'K). Kaxnaslit u3 3tux TMOoB rudenu
KJIETKHM XapaKTePU3yeTCs COOCTBEHHBIMH OMOXMMUYECKUMU, MOJICKYJISIPHBIMU U
MOP(hOIOTHYSCKUMU OCOOCHHOCTSIMH.

CymiecTByeT MHEHHUE, UYTO «BBIOOP» KJIETKOW aKTHUBU3AIMU MEXaHU3MOB
TOW WM MHOU (POPMBI TPOTPAMMHUPOBAHHON THOEIH OTMPEACNACTCS KOJIUYECTBOM
OTKPBITBIX TOP B MHUTOXOHIpHUsiX. B Tom cnyuae, eciu PTP ¢opmupyrorcs B
HECKOJIbKUX MUTOXOHAPUSIX, B KJIETKE aKTUBHpyeTcs mpoiiecc aytodaruu. Korma
PTP otkppiBatoTCS y OOJBIIETO YHCIIAa MUTOXOHAPUN, B KJIETKE WHHUIIMHPYETCS

arionTo3, 410, BCPOATHO, ABJACTCA CICACTBUEM YBCIIMYCHHUSA B LOHUTOILIIA3MC
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konuuectBa nuroxpoma C n AIF. HakoHel, korja B KJIIETKE MPAKTUYECKH BO BCEX
MUTOXOHJIpUsIX OTKpbIBatoTcss PTP, mpoucxomuT pazoOiieHue OKUCICHHS U
dbochopunupoBanrs U UHTEHCUBHBIM TuApoan3 AT® mutoxonapuanbHo ATO-
a30l, AaKTUBM3UPYIOTCS MEXaHWU3Mbl HEKPO30MOJ00HONW KJIETOYHON THOEeIH
(Guimaraes 2004).

PazoOuienue oxkucnutenbHoro GochopuImpoBaHusi — 3TO COCTOSIHUE, MPU
KOTOPOM IIPOLIECC NEPEHOCA AIEKTPOHOB IO ABIXATEJIBHOW LIENMU IPOMCXOIUT, a
cunte3 AT® — Her. PazoOuurenu ApIXaTeIbHON IIENMHA — 3TO MPOTOHOGOPHI U
noHOGOPHI, BEIIECTBa, CIIOCOOHBIE MEPEHOCUTHh MPOTOHBI Bojgopoaa (H+) yepes
BHYTPEHHIOIO MeMOpaHy MUTOXOHJpui. B kauecTtBe pazoOmureneii MoOTryT
BBICTYIIaTh KaK CHHTETHUYECKHE COEIMHEHUs (Hampumep, JUHUTPOPEHON), TaK U
(bu3HoIOrnyecKne BellecTBa (HANmpHUMeEp, XKUPHbIE KHUCIOTHI M Ppa3o0lIaromui
0eJoK).

Pa3zo0murenrokucauTebHoropocpopuIipoBaHusBbI3bIBAIOT  yTeuky H
yepe3 MeMOpaHy, CWIBHO CHMKAs JJIEKTPOXUMHUYECKUU MPOTOHHBIA T'PAJUEHT.
Pazo0murenn HapymamT CHCTEMY CONPSIKEHUS IPOLIECCOB OKUCIEHUS B
JpIXaTeapbHol nenu u GocopunrpoBanus. B 3TUX yclioBUSX HpoLece AbIXaHUsS
IPOUCXOAUT HEKOHTPOJUPYEMBIM 00pa30M, MOCKOJIbKY KOHIeHTpaiuu ADP umm
P, He ABASAIOTCS TMMUTUPYIOUTUMH.

3HaueHWe  Pa3o0IIEHHUS  OKUCIUTENbHOro  (GochopuiupoBaHus  —
TEPMOr€HEe3. DHEPrusl 3JIEKTPO-XMMHUYECKOr0 MOTEHIHMAJIa PAacCEeUBAETCsl B BHJIE
TEIlIA.

MuHMMaIbHOE KOJIMYECTBO OTKPBITHIX MOP NPUHIUITMAIBHO HE BIHSIET HA
MpoIIecC KJICTOYHOU THOeNH, TIpu 00JIbIIIeM KOJTUYECTRBE.

Anontd3 (Ap.-Tped. «mameHue», OT + «ImageHue») — PeryaupyeMblid
MUTOXOHJIPUSIMH TIPOIIECC MPOTrpaMMHUPYEMOM KIJIETOYHOW Trubenu, B pe3yJbTaTe
KOTOPOrO KJIETKa paclajgaercss Ha OTHACIbHBIE allONTOTUYECKUE TeJbla,
OTrpaHUYEHHbIE IJ1a3MaThyeckod MemOpaHoil. ®dparmeHThl MOruOIIEH KIETKH
OOBIYHO O4YeHBb OBICTPO (B cpeaHeM 3a 90 MuHyT) GaronUTHPYIOTCS Makpodaramu

00 COCCAHUMHU KIICTKaAMH, MUHYSA PAa3BUTHC BOCIIAJIUTEIbHOMN pE€aKnuu.
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Perynsmus anonro3a obecrieunBaeTcss TOPMOHAMH, IUTOKMHAMH U B
3HAYUTENbHON Mepe ocoOeHHocTsAMU reHoma. OcnabieHue WIH YCTpaHEHHe
TOPMOHAJIBHBIX BIMSHUM Ha KIETKH - MUIICHU MNPUBOIUT, KaK MPaBWIO, K
UHAYKIHUU anonTo3a. LIUTOKUHEI - 3TO 001mupHas Tpymnna O0eiIKoB, peryIupyIOIIIX
nponudepanuo U AUPGEPEHIUPOBKY  KIETOK TMPU  CBS3BIBAHUM  CO
cnenuUUeCKUMH pelenTopaMu Ha KJIEeTKax MulleHsx. B 3aBucuMoctu oT
CUTHAJIBHOT'O MYTH arloNTo3a U BOBJIEYEHUSI BTOPUYHBIX MECCEHIKEPOB IMEpeaa-un
CUTHAJIOB PA3JIMYal0T HECKOJIbKO THIIOB aroITO3a: WHUIMUPYEMbIA CBOOOTHBIMU
panukanamu; Fas-mHnynupoBaHHbld; NO-3aBUCUMBIN; aKTUBUPYEMBIA IpPH
NOBPEXJIECHUH MeMOpaH JIM3030M;  KHCIOpPOA-3aBHUCHMBIM; TpaH3uM B-
WHIYLIMPOBaHHBIN; 00yCIIOBJIEHHBIH CTpECCOM; TIIFOKOKOPTHUKOMI-
WHIYLIMPOBAaHHBIN; aKTUBAILIMOHHO-UHYyLIUPOBAaHHBIN.

CymiecTByroT JBa XOpOLIO OXapaKTEPU30BAaHHBIX IIyTH aroITo3a: C
y4acTHEM pELENTOpOB KIETOYHOM rubenu (BHEIIHUN NyTh) U C YYacTUEM
MUTOXOHAPHM (COOCTBEHHBIN MyTh). AKTHBALMS Kacnas U aronTo3 UHAYLHUPYIOTCS
CBsI3bIBaHUEM crnenuduueckuxiaurasaos u3 rpymmsl TNF co cBoumu penentopamu
(peuienTopbl KJIETOYHOM rudenu).

Aytodaruss — 3TO mpolecc YTUIM3aLUUU KIETOUYHBIX KOMIIOHEHTOB,
KOTOPBIM TakXe 3aBUCUT OT MuToXoHaApuit []. Ayrodarus (OykBajbHO:
«caMoIoeaHne») — MIpoLecc, MPU KOTOPOM BHYTPEHHHE KOMIIOHEHTHI KIIETKH
JOCTABJISIIOTCS BHYTPh €€ JIM30COM HWJIM BakKyoJ€dl M MOJABEpPraroTcsi B HHX
nerpanamnuu. [lpu ayrodarnueckoM THIE KIETOYHOM THOEIM BCE OpTraHesIbl
KJIETKH [EepEeBApUBAIOTCS, OCTABJSI JIMIIb KJIETOYHBIA MYCOp, KOTOPBIU
MIOTJIOIIASTCS MaKpodaraMu.

Jlist ayTodarum XxapakTepHo:

e HalyxaHue MUTOXOHAPUNA 17} LUCTEPH
SHJOIUIA3MaTHYECKOTOPETUKYITyMa;

® yBeJIMYCHHUE annapara ['onasKy;

® CEKBECTpalLHs KJIETOYHBIX OpTraHesl ayToparnueCKiMU BaKyoJIsSIMU;

® KOHJCHCAIWg XpOMaTHHA U KOJUIAIIC gapa.
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KoMrmoneHTsI 1iuTockeneTa mpu ayTodaruy BHIMOTHIIOT KITFOYEBYIO POJIb B
3aXBaTe IMUTOIUIA3MATUUYECKUX CTPYKTYpP JU30COMAMHU U COXPAHSIIOTCS B TEUCHUE
BCET0 Tpoliecca KIeTouHoi rudenu. TepMUHanbHbIM 3TanoM aytodaruu sBisercs
pa3pylieHne KJICTOYHBIX OPTaHeUl JIM30COMAIbHBIMU (DEPMEHTAMH, CIICIACTBHEM
4yero sBiseTCs Jerpanauus  kietku. OOpasyromuiicss 1ocie  peanu3anuu
ayTo(aruy KJIETOUYHbIN 1e0pUC TOTJIOMAETCS COCETHUMHU KIETKAMHU.

MurtoxoHapur OOBIYHO PACCMATPUBAIOTCS KAaK MACCUBHBIE YYAaCTHHUKU
ATOTO Mpoliecca, OJHAKO ObUIO OOHAapyKeHO, 4TO MHruOupoBanue komiuiekca II1
JbIXaTeIBbHOW 1IeNMHM TOAABJIsET Kak oOmyr0 ayrodarvuio, Tak U MHUTO(DArHUIo.
Mexanu3m TmojaBiieHUs ayTodarud CBsi3aH C HapylleHuEeM OMOCHUHTE3a
dbocdonunuioB, KOTOPHIN 3aBUCUT OT CUHTE3a MUPUMUIUHOBBIX HYKJICOTUIOB TIPH
Y4aCTUU MHUTOXOHJPHUAIBHOTO (PepMEHTa TUTHUIPOOPOTATACTUAPOreHas3bl. TakuMm
o0pa3oM, MHUTOXOHJPUHM SBJISIIOTCS OJHUM W3 KIIOYEBBIX BHYTPUKIECTOUHBIX

KOMIIOHCHTOB, IIPHMHUMAIOIIUX YI4aCTHUC B PCTYJIALIUNA aYTO(i)aFI/II/I.

1.5. JluHaMuKa MUTOXOHJIPUNA U (DYHKIIMOHAIBHOE cocTossHUE KiieTKu HET

CCBUIOK!!

MuToxoHApHalIbHAs JWHAMHKA CBS3aHa C TAKMMH BAKHBIMHU KJIETOYHBIMU
byHKIUSIMHE Kak MeTabosn3M U ayTodarus. bagaHc Mexay CIUsSHUEM U JeICHHEM
MHUTOXOHAPHN SBIIAETCS COCTABISAIOIIMM KOMIIOHEHTOM NPOAYKIIMU MoseKkyn AT
B KieTKaX. COBpEMEHHBIE TAHHBIE CBHUJIETEIBCTBYIOT O CYIIECTBEHHOM 3HAY€HUU
JUHAMUYECKUX  M3MEHEHMM  MHMTOXOHJpHUH, Kak TpU  BOCCTAHOBJIECHUU
MOBPEXJICHUS, TaK U MIPU MPOrPECCUPOBAHUY 3a00JIEBaHUIA.

MUTOXOHAPUH — OJHU M3 CaMbIX Ba)KHBIX OPraHOWIOB KJIETKH, KOTOPBIE
BBICTYTNAIOT B KAYECTBE MOTOpa, reHepupytoero 0onbmmacTBo ATP-monekyn u
OKa3bIBAOIIETO 3HAYUTENBHOE BIMSIHHE HA MHOTHE JPYTHE€ MPOLECCHI KJIETOUYHON
KU3HU. OOHUM U3 KIIOUEBBIX AaCMEKTOB  (PYHKIIMOHAIBHOTO  COCTOSIHUSA
MUTOXOHIPHUMA SIBIIIETCA WX JMHAMHKA, KOTOpas oOecrneuuBaeT OallaHC MEXIY
mMuTOoarueii W  MUTOTE€HE30M, YIpaBisisi OOHOBJIEHHEM U  KOJUYECTBOM

OpraHOMJO0B BHYTPHU KIICTKH.
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JluHaMyuKa MHTOXOHJPHUI BKIIOYAaeT B ce€0s NPOLECCHI, CBSI3aHHBIE C
JEJICHUEM, CIUSHUEM, NEpEeMEIICeHHEM W yTUlu3anueil opraHouaoB. OHa
perynupyercs CHElMaJbHBIMM O€JIKaMM, TAaKUMH KaKk JWHAaMUH, (U3UHBI HU
ONTHHAJ C TOYHOW HACTPOMKOW Ha HEOOXOOUMBIE YCIIOBHS, TAKHE KAK PECYPCHI,
MHTEHCUBHOCTh MeTabonu3Ma U creneHb noppexaenus JTHK.

OCHOBHBIMU M€XaHU3MaMHU (parMEHTallMd MUTOXOHJPHUM SBISAIOTCA
¢dbparmenTaiys, KOTopasi BO3HUKAET B pe3ysbTare 00pa30oBaHUs KI'YTHKOB BOKPYT
OpraHouZioB M NajJpHEHIIETO IEJICHUS B OAHOM M3 3THX MECT, a TaKK€ IPOCTOE
pacuieruieHne M 0oJiee CIOKHBIE BAapUAaHThI, KaK HalpuMeEp JACJICHHE B MeECTe
KOHTaKTa MEXIYy MHUTOXOHAPUSIMH, KOTOpO€ TpeOyeT 3HAUYUTEIBHOTO YCHIIMS
MEXaHU3MOB peryisinuu. ClrisHHe MUTOXOHJPHUI B CBOIO OYEpENb BO3HHMKAET
Oslaroiapsi KOHBEPr€HIMM HMX BHEIIHWK 000JI04eK, (OPMHPOBAHHIO KaHAJIOB
($BI03MHA, a TaKXKE €lIe MHOTUM JIPYTUM MOCTABJICHHBIM 33J]a4aM BEJIMKUM CHUJIaM
LUKJIOB MUTOXOHPHM.

Korga KJIETKM HCHBITBIBAIOT CTPECCHl META00JIM3MA WM OKpYKaroulel
Cpelpl, CIMSHME M JEeJICHHE MUTOXOHAPUN paboTaloT Ui MOJACpKAHUS
(YyHKUHMOHATIBHBIX MHUTOXOHJApPUN. YBENIMUYEHHWE AKTHUBHOCTHU amnmnapara CIUsSHUS
MUTOXOHAPHUA MNPUBOIUT K YUIMHEHUIO MUTOXOHJIpPHM, TOr/Aa KaK YBEJINYEHUE
aKTUBHOCTH JICJIEHUS NPUBOAUT K (parMeHTauud MUTOXOHApUH. KoMIOHEHTHI
ATOr0 Mpolecca MOTYT BIUATH Ha 3alpOrpaMMHUPOBAHHYIO THOENb KJIETOK U
OPUBOJUTH K HEHPOJEreHEepaTUBHBIM pAacCTPOMCTBAM, TaKUM Kak OoJie3Hb
[lapkuHcona. Takasi ru0enb KIETOK MOXET ObITh BbI3BaHA HApYyUICHUSIMU B
nporiecce Ju00 CIUSIHUS, TU00 JeTICHUS.

@opMbl MHUTOXOHJPUN B KJIETKAX IOCTOSHHO MEHSIOTCS B PE3yNbTaTe
COUYETaHUs JIeJICHUs, CIAUSHUSA U MOJABUKHOCTH. B yacTHOCTH, clMsiHUE TOMOTraeT
Moau(UUIMPOBATh  CTpecC  IMyTeM  MHTErpallid  COJAEPKUMOr0O  Clierka
NOBPEXJACHHBIX ~ MHUTOXOHApPUH B  KadecTBe (POpPMBI  KOMIUJIEMEHTALUH.
ObecrnieurBasi F€HETUYECKYI0  KOMIUIEMEHTALMIO, CIMSHUE  MHUTOXOHJIPUI
MO3BOJIIET JBYM MUTOXOHJPHAIBHBIM TE€HOMaM C pa3HbIMH JaedexTamu B

npeaciax OllHOﬁ OpraHcJlyibl MHAUBUAYAJIbHO KOJAWPOBATH TO, YETO HEC XBATAaCT B
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pyroii. Ilpm »>TOM »3TM MHUTOXOHAPHUAIBHBIE TEHOMBI T'E€HEPUPYIOT BCE
HEO0OXOIMMbIC KOMITOHEHTHI JIJIs1 QYHKITMOHATHHOW MUTOXOHIPHH.

OnHUM UX BaXKHBIX MEXAHU3MOB PETYJIMPOBAHUS TUHAMUKA MUTOXOHIPUI
SABJIIETCSI MATO(DATHsS, MEXaHU3M, TTO3BOJIIONINN YTHJIM3UPOBATh MMOBPEKICHHBIC
WM U30BITOYHBIE OPTAaHOU L. DTOT MPOIIECC MOCTPOCH Ha MPUHIIMIIAX aBTO(daruu,
OpyU  KOTOPHIX MHUTOXOHJIPUHU, TMOTEPSABIINE CBOIO (DYHKIIMOHATBHOCTh WM
MOJBEPTIINECS CEPHbE3HBIM BO3JCUCTBUSIM OKPYXKAIOUIECH CPEIbl, pa3jaralTcsi B
CHEUUAJIBHBIX JIN30COMAaX KJIETKA W MCIHOJB3YIOTCS KAaK HCTOYHUK SHEPIUU U
CBIPBE JJIS1 HOBBIX MUTOXOHJIPHIA.

UpesmepHasi ¢parMeHTaldsi MUTOXOHIPHUN WM MX OOpa3oBaHHE MOMKET
IIPUBECTH K BO3HHUKHOBEHUIO CTPECCa B KJIIETKE, UYTO B CBOK OYEpEIb MOXKET
BBI3BATh CEPhE3HBIC HAPYIICHUS B (DYHKIIMOHUPOBAHUM OPTaHOUIOB U HAPYIICHUS
oOMeHa BelIeCTB BHYTpHU KieTku. Hampumep, MpuU3HAKOM HK30T€HHOTO cTpecca
SBJIIETCSI U30BITOYHOE PACHICIUIEHHE MUTOXOHJPHM, YTO MPUBOAUT K OBICTpPOH
yruinzanuu ATP u BbICBOOOXkAaeT CBOOOIHbBIE paIUKAIIBI.

Hapymienuss B cTpyktype U (DYHKIIMOHMPOBAHUUM MUTOXOHJPHUI MOTYT
NPUBECTH K pa3IMYHbIM 3a00J€BaHUSIM, TaKUM Kak MHUTOXOHIpHUAIbHAs
HEJI0OCTaTOYHOCTh, 00JIe3Hb AJbIreiimepa u apyrue. [laTonoruu noapasaenstor Ha
NepBUYHbIE, CBA3aHHble C wMytauusmMu MTHK, wu BropuuHble, KOTOpBIE
oOycnoBieHbl oBpexaeHueM saepHoit JIHK. bone3nu otnnyaroTcss KTMHUYECKUM
oJIMMOP(GU3MOM, YaIlle BCEr0 OHU MOPAKAIOT CKEJETHYIO MYCKYJIATypy, HEPBHYIO

U CePJICYHO-COCYTUCTYIO CHCTEMY.

1.6. IIponcxoxaenne murtoxouapuiit HET CCBIJIOK

MuToxoHApUX UMEIOT JABOMHYIO MEeMOpaHy M COOCTBEHHBIM T'€HOM, UTO
YKa3bIBaeT HA UX IPOUCXOXKICHUE OT APEBHUX IIPOKAPUOTUYCCKUX OPraHU3MOB.
['unoredy O NPOUCXOKIACHUM MUTOXOHIPUNM M PACTUTEIBHBIX IUIACTHI U3

BHYTPHUKJIETOYHBIX OaKTepHil SHAO0CUMOMOHTOB Bbickazan P. AnbT™Man emé B 1890

rofay.
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CyTh €€ TakoBa: C MOSBJICHHEM (POTOCHHTEIUPYIONINX OakTepuii B aTmocdepe
3eMi  HaKaIUIMBAJICS KUCIOPOA — TMOOOYHBIA TPOAYKT MX Metadomm3ma. C
pPOCTOM €ro KOHLEHTPALMU YCJIOXKHAJIAch *U3Hb aHa’poOHBIX rerepododos, u
YacTh U3 HUX JUISl IOJIYYEHHS DHEPTUU MEepeNnia OT OECKUCIOPOIHOIO OPOKEHUS K
OKHCIIUTENBHOMY (POChHOpUITUPOBAHUIO.

Haubonee 000CHOBaHHOM ABIIETCS TEOpUs
MOCIIEeI0BATEIBHBIXOHI0CUMON030B. COrjJacHO 3TOM TEOpHH, BO3HHUKHOBEHHE
YKAPUOTUYECKOHN KIJIETKU MPOILIO YEpe3 HECKOIBKO 3TAOB CUMOMO03a ¢ IPYTrUMHU
kieTkamu. Ha mepBoMm 3Tame KIETKH, MOXO0KHME Ha aHa’pOOHbIE TeTepOoTpOodHbIE
OaKTepHuH, BKIIOYWIM B ceOsi CBOOOAHOKMBYIIME a’pOOHBIE OaKTEpUu, KOTOpHIE
3aTeM MPEBPATUINCHh B MUTOXOHApUHU. [lapayuienbHO 3TOMY B KIIETKE-XO35MHE
MPOKAPUOTUYECKUA T€HO(OpP OTIENTWICS OT IUTOIUIa3Mbl, 00pa3oBaB sapo. Tak
NOSIBWIACh TI€pBasi JyKapHOTUYecKass KIEeTKa, KOoTopas Oblla IeTepoTpOPHOM.
Jlanee 3yKapMOTHYECKUE KJIETKU IMYTEM MOBTOPHBIX CUMOMO30B BKIIIOUUIIN B CEOsI
CUHE3EJIEHbIE BOJIOPOCIH, YTO MPHUBEIO K TMOSBICHUIO CTPYKTYp, MOJOOHBIX
xJoporuiactaM. TakuM 00pa3oM, MHUTOXOHAPUU YK€ MPUCYTCTBOBAIA B
reTepoTpO(HBIX IYKAPUOTUYECKUX KIIETKAaX, KOrja Te B pe3yibTaTe cUMOHO3a
npuobpenu IulactuAbl. BrociencTtBuum, B XOA€  €CTECTBEHHOIO  OTOOpa,
MUTOXOHIPHH U XJIOPOIUIACTHI YTPATWJIM 4acTh CBOETO F€HETUYECKOTO MaTepuasa
Y CTaJii CTPYKTYpPaMH C OTPAHUYECHHOW aBTOHOMMEM.

JlokazaTeabCcTBa SHI0CUMOMOTUYECKON TCOPUH:

1. CX0oACTBO CTPYKTYphl M JHEPreTHUECKUX IPOLIECCOB y OakTepuil u
MUTOXOHIPHIA, C OJTHON CTOPOHBI, U 'y CUHE3EJIEHBIX BOJIOPOCIEH U XJIOPOILIACTOB,
C OPYroOr CTOPOHBL.

2. MUTOXOHApPUM M TUIACTHIIBI HMMEIOT COOCTBEHHYIO CHEUU(PHUECKYIO
cuctemy cunre3a OenkoB (JAHK, PHK, puGocomsr). CnemnuduyaHoCTh 3TOM
CUCTEMBI 3aKJIF0YAETCS B ABTOHOMHOCTH M PE3KOM OTIMYHMH OT TAKOBOM B KIIETKE.

3. JIHK wMuroxoHapuii M MJIacTUA MPEeACTaBIseT cO00M HeOONbIIYIO

LUKJIMYECKYIO WM JIMHEUHYIO MOJIEKYJly, Kotopas otindaercs ot JJHK sanpa u o
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CBOMM Xapakrepuctukam npubmmpkaercs k JIHK mpokapuoTHueckux KIETOK.
Cunre3 JIHK MuToXOHApHIA U IIIACTH HE 3aBUCUT OT cuHTe3a saepHoi JTHK.

4. B mutoxonapusix u xjoporuiactax umerorcs u-PHK, t-PHK, p-PHK.
PubGocombr u p-PHK »Tux opraHougoB pe3Ko OTJIMYAIOTCA OT TaKOBBIX B
nuToruiazme. B yactHoctH prub0OCOMBI MUTOXOHPHUM M XJIOPOILIACTOB, B OTIWYHE
OT  UWTOIUIA3MAaTUYECKUX  pUOOCOM,  YYBCTBUTEJIbHBI K  aHTHOMOTHUKY
XJIOpaM()PEHUKOIY, TIOJIABISIONIEMY CHHTE3 OeNiKa y MPOKAPUOTHUECKHUX KIIETOK.

5. YBennueHne ynciaa MUTOXOHIPUNA MTPOUCXOJUT IIyTEM pOCTa U JICIICHUS
HMCXOJHBIX MHUTOXOHJIPUM. YBEIMYEHUE YHCIIA XJIOPOIUIACTOB MPOUCXOJUT YEPE3
W3MEHEHHS] NPOIUIACTHN, KOTOPBIE, B CBOK OYEPEAb, PA3MHOMKAIOTCA IIyTEM
JIEIICHUS.

Ota Teopus XOpOoIIO OOBSICHAET COXPAaHEHUWE Y MUTOXOHIPHUM M IJIACTH]
OCTaTKOB CHUCTEM PEIUIMKALMM W II03BOJISIET IIOCTPOUTH IOCIIEIOBATEIBHYIO

(GUIOTEeHUIO OT TPOKAPUOT K IYKAPUOTAM.

1.7. OcHOBHBIE IPOOJIEMBI COBPEMEHHON MUTOXOHIPHUOJIOTHI

OCHOBHBIMH TIPOOJEMAMU MUTOXOHAPUOJIOTHM HAa CETOAHSIIHUNA J€Hb
ABJISIFOTCSL METOJOJIOTMYECKHE, CBSI3AHHBIE C TEM, YTO MPEBAIMPYET H3YUYEHHE
MUTOXOHJPHUAIBHON  JIEATETbHOCTH Ha MOJENAX, JaJeKuX OT peajbHOro
(YHKIIMOHUPOBAHUS  MUTOXOHJIpUH B  KJETKE, OpraHe ¢  OpraHus3Me.
[IpoTuBOpeunBOE MOBEACHUE MUTOXOHIPHM B KJIETKE («IPY3bsi U Bparm») B Kakoi
TO Mepe, BEPOATHO, OOYCIOBJIEHO MpPEAnojaraéMbiM OaKTEepUaIbHBIM
MPOUCXOXKIECHUEM MUTOXOHJIPUNA C BO3MOXKHBIM COXPAHEHUEM «ITOMCTHYECKHUX)
HavaJI, MPUCYIUX OAKTEPHSIM.

Urto KkacaeTcs MEIMIIMHCKMX TpoOjieM, coOXpaHseTcs Impobiiema
nudpepeHnnanbHON AMArHOCTUKH MEPBUYHOTO MUTOXOHPHAILHOTO 3a001eBaHUs
C (CHOTUNUYECKH CXOXUMH COCTOSHUSAMU. Pa3paboTanbl MeXITyHApOIHBIC
JIMarHOCTUYECKUE  KpuTepuu. JluarHo3 MEpPBUYHOTO  MHUTOXOHJPHUATIHLHOTO
3a00JIeBaHUSI CTABUTCS TMPU HATWYUHM y TAIMEHTA JBYX OCHOBHBIX HJIM OJTHOTO

OCHOBHOI'O U ABYX AOIIOJHUTCIBbHBIX KPUTCPUCB.
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HecmoTpsi Ha 3HAUYMTENBHBIA MpPOTrpecc B JIMATHOCTUKE W TMOHUMaHUU
MOJIEKYJIIPHOTO NMATOTe€He3a AAHHOW TpYIIbl 3a00JI€BaHUM, B HACTOSIIEE BpPEMs
ATUOTPOMHOE JICYEHHE MHUTOXOHJIpUAIbHBIX Ooje3Hed oTcyTcTByeT. [IpoBoauTcs
MaTOr€HETUYECKOE M CHUMIOTOMATHYECKOE JIEYEHHE, B HEKOTOPBIX CiIydasx

MNPUMCHACTCA XUPYPIUICCKOC BMCIIATCIBCTBO.

I'maBa 2. Marepuajbl K HAY4YHO-NOMYJSIPHOH Jiekuuu ''MUTOXOHApPUM H

crapenue'’

Jlexumst paspaborana st ywamumxcs 10-11 kiaccoB, KOTOpbIE HHTEPECYIOTCS
COBPEMEHHBIMHM HampaBiieHussMu B Ouojornu. OHa OCBeEIIAeT TakoW pasnen
KJIETOYHOW OMOJIOTHH KaK MUTOXOHJPHOJIOTHS B CBETE €€ COBPEMEHHBIX MPOOJIEM,

CBSI3aHHBIX C MEAULIMHON U TEPOHTOJIOTHUEH.
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OcHoBHas Oeiab JCKIINU: ITIO3HAKOMMUTD ydamuxcsa CCOBpeMeHHOﬁ
MHTOXOHI[pHOHOFHCfI hn €€ IPUMCHCHHCM B MCIWIIMHC. Pa3zButh HAay4YHYIO

JF0003HATEILHOCTD H HHTCPCC K OMOJOTHYSCKOU HayKe.

IInan nexnuun:
BBenenue «cka3ka 0 CTapocTi»
Hcropuueckas 1 OMONIOruYecKas cripaBKa
MuToxoHapHabHAs MEIULIMHA
MyTanun MUTOXOHAPHUM — HAYAJIO KOHLIA
Teopuu crapeHus

Crapenune Kak 60J1e3Hb

vV V V V V V V

Kak ynmy4ymuTe 310pOBbE€ MUTOXOHIAPUI

TexcTt nexnuu:

B mouckax oT cTapocTu JeKapcTBa

Hen 3a0pén B 3a001auHOE 1IapCTBO.

TaM, 3ampoc ycibllliaB, YAUBUINUCH:
-Bo3spact cBOM 03ByYb HaM, CIe€jlali MHUJIOCTb.
-Cto neBATHIA TON 51 AoOMparo.

-Crapslii, oTnpaBisiicss K aBepsm Pas,
MoxxeT, TaM HaWaElib, 3a 4YeM SIBHIICS.
[lo6wiBaB B Paro, nen ynmamumcs,
KoncraTtupoBaB B jerajisx, Ja, U B OOIIEM:
BriaroT sekapcTBa JUIIb yCOMIIUM.

N monoOubpiii ObLT OTBET B Afy.

Hen Ttorpa pemmi: -{omoit moiimy!

Pa3 takoi B JiekapcTBax HENOCTATOK,

[IpoxuBy 0e3 HHX €mI€ TOJKOB JECATOK.
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Bpemsa MuuT, O€XHUT 3a rOoAOM TIOI.

Cryxul XOIST — Ie/l €IE KUBET.

Ha mnpoTskeHun oOYeHb MHOTHX JIET YEJIOBEK CTPEMHUTCS HAWTH BOJIIEOHOE
«JIEKapCTBO OT cTapocTw» Kakmomy W3 HBIHE >KHBYIIUX TSHKEIIO TPHUHSTH TOT
¢dakT, 4TO paHO WJIM MO3HO, HAIIEC TEJIO CTAHOBUTCS HEKPACHBBIM, OOJIC3HCHHBIM,
OECIIOMOITHBIM U CTPEMHUTCS K yracaHuro. HecMoTps Ha 3HaYUTEIBHBIA MTPOTPECC
B M3YYCHHH KIJIETKM W OpraHW3Ma B IEJIOM JO0 CHUX IMOp HET OKOHYATEIBHOTO H
yOeIUTEeTLHOTO OTBETA HAa BOIMIPOC O KITFOYECBOM MEXAaHHM3ME CTapeHwus. UeM BEIIIe
CKOpPOCTh OOMEHa BEIIECTB, TEM OBICTpEE CTapeHUE U OOJIbIIE YSI3BUMOCTh TEpe
JereHepatuBHbIMU Oonie3HsiMu. [Ipu cpaBHUTENBHO Oo0Jiee HU3KOM CKOPOCTH
MeTabOIMYECKUX TPOIIECCOB OPTaHW3M B MPOIECCE CTAPCHHS MPOXOIUT TE KE
caMble OJTalbl, KOTOpPbIE MPOCTO PACTAHYTHI IO BpeMeHH. HakonuBumecs
HAOJIOCHUS O CBS3SIX MEXIY pa3MepaMu Telsa, MPOAOJIKUTEIbHOCTBIO KU3HU U
WHTEHCUBHOCTHIO MeTa0oNM3Ma y MIICKOIHUTAIOIINX, O KJICTOYHBIX HCTOYHHKAX
CBOOOJTHBIX PaUKAIIOB KUCIOPO/Ia MPUBEIH K TOBBIIIEHHOMY UHTEPECY YUEHBIX K
MuTOXOHApHAM. [TompoOyeM moOMke MO3HAKOMUTHCS C 3THMH yIUBUTCIBHBIMU
OpraHejilaMy, BEAYITUMU CBOE HA4ajao OT APEBHUX a’pOOHBIX MHUKPOOPTAHU3MOB,
CIIOCOOHBIX K OTHOCHUTEIHLHO aBTOHOMHOMY OT $IJIEPHOTO T€HOMa Pa3MHOKEHHUIO B
KIIeTKe. MUTOXOHIpHs, KaK BBl YXKe, BEPOATHO, CIBIIIAINA, HMEET CBOIO

cooctBennyto JIHK, OenokcunTesupyromuii anmnapar.

N3yyeHne MUTOXOHAPUN Havyasloch npuMepHo ¢ 1850 roaa, koraa ux oOHapY KU
P.A. Kemnukep. Onnako HazBanue uM Obu10 AaHo juiinb 1898 roxy Kapiom benna.
BnocneAacTBUM ~ MUTOXOHAPHOJOTHS ~ CTaja  CaMOCTOSITENIbHBIM — HAyYHbBIM
HaIpaBJICHUEM, U JIa)K€ MOSBWIOCH TAKOE HaIlpaBJieHUE, KAK MUTOXOHJpUaIbHas
MeAWIMHA. BO3HMKHOBEHHE ATOr0 HAampaBiICHUs HAayKd BO3HMKIO Orarojmaps
OTKPBITUIO POJIK MUTOXOHJPHUM B pa3JIMYHBIX POLIECCAX.

B Kakux MMEHHO MPOLECCaX YYaCTBYIOT MUTOXOHIAPHUH?

W3 mkonsHOro Kypca Bbl 3HaeTe, 4TO MHUTOXOHJIPUU HA3bIBAIOT CHUJIOBBIMU
CTaHIUSMU KJIETKH, IOTOMY YTO OHU OTBETCTBEHHBI 32 cuHTe3 AT® — Mosekysl,
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o0ecrieunBaOIIed MEPEeHOC HJHEPruM B KieTKe. VICTOUYHMKOM »HEprum Jjis
oOpazoBaHuss  Makpodpruueckor cBsizu B ATD  sgBuAOTCS  peakiuu
OKUCIHUTENbHOTO Kartabonu3Ma. I[lyTh OCBOOOXIAIOMIUXCA TP  OKHUCICHHUH
DIEKTPOHOB K KHUCIOPOAY IIPOXOAUT YEpe3 CIOXKHYI0 LENb W3 MHOI'MX
MEPEeHOCUYMKOB BO BHYTpEHHEH MeMOpaHe MuTOXOoHApud. HMeHHO Takoe
CTYIEHYAaTOE BBICBOOOXKJIEHUE HHEPruM HEOOJBIIMMH TOPLUUSIMH  OTJIMYAET
OKHCIICHHE OPTaHMYECKUX BELIECTB B KJIETKAaX OpraHu3Ma OT Ipolecca rOpeHus u
JIa€T BO3MOKHOCTh PAallMOHAJIBHO MCIIOIb30BaTh 3TU NOPUUHU dHEeprun. Cpenn 3Thx
NEPEHOCUYMKOB MOYXHO HAWTH TaKUe, KOTOPbhIE 00pa3yrOTCs U3 XOPOIIO 3HAKOMBIX
HaM BHUTAaMWHOB, TakuX Kak BuTamuH B2, B3, xosm3sum Q; a Takke
MHUKPO3JIEMEHTBI KEJIE30 B COCTABE JKEJIE30-CEPHBIX OEJIKOB M IeMCOJEpKalIiX
OEJIKOB LIUTOXPOMOB M MEJlb B COCTABE LIMTOXPOMOKCHJIA3bl, HEMOCPEACTBEHHO
NIEPENAOIIECH 3JIEKTPOHBI HAa KUCIOpOoA. Kcratn roBopsi, XO4eTcsi BCIIOMHUTD €I1E
HECKOJIbKO BUTAaMHUHOB, Yy4YacTByIOIIMX B mnpeamectByomux OTL[ peaknusax
Karabonu3Ma B MHTOXOHJPHUSAX. OTO THaMUH wWid Bl B akTMBHOM 1eHTpe
dbepMeHTa, OKUCISIONIEr0 MUpPYBaT; BUTaMUH B5 unm maHTOTEHOBask KHUCIOTA,
OCYUIECTBIISIIOIIAS TMEPEHOC O0O0pa3yloIIMXcs MpU ITOM OKUCIEHUHM U TIpH
OKHUCJICHUHM J>KUPHBIX KHUCJIOT AalleTHWIbHBIX OCTAaTKOB B IIMKJI TPUKAPOOHOBBIX
KHUCJIOT. JTO, HAKOHEL, KAPHUTHUH — MEPEHOCUYMK HA OKUCIICHHE >KUPHBIX KUCIOT
BO BHYTpEHHeW meMOpanHe murtoxoHapuil. OcBobOoxnarouumecs B DT mopruu
AIIEKTPUUECKON SHEPIHH CHaudaja MCIHOJB3YIOTCS CHEIUaTbHBIMH MEMOpPaHHBIMU
OelkaMU-HacOoCaMM I BBIKAYMBAaHUA M3 MaTpUKCa MPOTOHOB BOJOPOJA.
['pamueHT TPOTOHOB BOAOPOAA HAa BHYTPEHHEH MeMOpaHe M SBISETCS TOU
dbuszndeckoil Ccwiol, Koropas 3amyckaer cuHTe3 AT® B akTHBHOM IIEHTpE
depmenta ATd-cuntasel. Jemoncmpupyemes yueonoe sudeo HarvardX: Cell

Biology:  Mitochondria  (https://www.youtube.com/watch?v=LQmTKxI4Wn4).

DTOT TpollecC WHOTAA YHOAOONSIIOT paboTe TUIPOIIEKTPOCTAHIIMM — CBOOOIHO
MaJaluil U3 BOJOXPAHWIMINA IMOTOK BOJbLI 3aCTaBIAE€T BpallaThCs TYpOUHY,
BbIpaOaThIBas 3JEKTpUYeCKylo sHepruto. [loTox mporoHoB dyepe3 kanam ATO-

CHMHTa3bl BO BHYTPEHHEW MeMOpaHe oOecreurBaeT BpallleHUE CYOBEIUHUIl €e
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aKTUBHOTO IIEHTpa U BBICBOOOXKAEeHHE Hu3 Hero AT®. DHepruss mpOTOHHOTO
rpaueHTa UCIOJIb3YyETCS HE TOJBKO Uil cuHTe3a AT®, HO M 1A TpaHCHOpTa B
MUTOXOHJPHUIO HEOOXOUMBIX JJISI 3TOTO CUHTE3a ocTaTka (HochopHON KUCIOTH U
A1D, npuyem nepeHocunk oomeHnBaeT AT na AJ[D, a Takxke I TpaHCTIOPTa
yepe3 MHUTOXOHJAPUAIBHYI0 MEMOpaHy MHOTHUX JpPYTUX HEOOXOIUMBIX ISt
3I0POBOI0 METa00JIM3Ma BELIECTB.

B HEKOTOPBIX TUTIAX KJIETOK MUTOXOHJPHH BBIIOJIHSAIOT
cnenuanu3upoBaHHele  ¢yHkuud. Hanpumep, B SHAOKPUHHBIX  KJIETKax
HAJIIOYECYHUKOB M IIOJOBBIX JKE€NE3 MHUTOXOHIPUU YYAacCTBYIOT B CHHTE3€
CTEPOUIHBIX TOPMOHOB. OcOOBII MHTEpEC MPEACTABISIIOT MUTOXOHJAPUHU Oypoil u
OeKeBOM KUPOBBIX TKaHel. B aTux mutoxoHapusax coaepxkanne ATD-cuHTeTasbl
CHU)KEHO, KPOME TOTO COAEPKUTCA OCOOBIM MEPEHOCUUK MPOTOHOB B MATPUKC —
pazoomatonmii Oenok. Ilockonbky uepe3 kanan storo Oenka H+ nBuxyrcs B
MaTpUKC, HE BBINOJHAA KaKOH-THMOO XMMHMUYECKOHM WM Jpyrod paboThbl, Bcs
DHEPIUs MPOTOHOB IIPEBPALIAETCA B TEIUIO. IMEHHO 3TOT MEXaHU3M OTBETCTBEHEH
32 3alMIIAIOIIMK  OT IMEPEOXJIAKICHUS HEAPOXKATEIbHBIM TEPMOIEHE3 Y
MJIEKOIIMTAIOIINX, BKJIOYasl 4ejaoBeKa. MeaukaMyu OH pacCcMaTpUBAETCS M Kak
BO3MOXKHOE TMEPCIEKTUBHOE CPEACTBO JUIsl CXKUraHus H30BITKOB XKHpa Yy
CTpaJarlolMX TsDKEIbIMU  (OpMaMU  OXUpPEHMs, a Takke Uil  JIpYrux
METa0O0JMYECKUX PACCTPOICTB.

Takum oOpa3zoMm, HapylieHdus pabOThl MHUTOXOHJIPHUM, CHUXKEHUE WX
KOJIMYECTBA YPEBATO CAMBIMU CEPBE3HBIMM IOCIEACTBUAMU ISl KIETOK, MPEKIE
Bcero sHeprogeduiurom. C apyroit CTOpOHBI UMEHHO MUTOXOHAPHUHM — OCHOBHOM
UCTOYHHUK CBOOOJIHBIX PaJMKajIOB KUCIOPOJa. DTO MPOAYKTHI MPEKIECBPEMEHHOTO
OJIHORJICKTPOHHOTO  BOCCTAaHOBJIEHMS ~ KHCJIOpoJa  OOJaJaloT  BBICOKOM
PEaKIMOHHON CIOCOOHOCTBIO M TO3TOMY CIHOCOOHBI 3alyCTUTh MOOOYHBIE
3a4acCTyl0 BpEAHbIE IJIs 370pPOBbsl peakuuu B Hamux kierkax. CBoOOAHbBIE
paavKanbl 3allyCKarT MEPEKUCHOE OKHCICHHE OEIKOB, MEMOpPAHHBIX JIUIHJIOB,
MOBPEXAAIOT MaKpOMOJIEKYJbl U KJIETOUHble MeMOpaHbl. XOTsS B MUTOXOHIPHSIX

HUMCIOTCA CIICLIHMAJIBbHBIC q)epMeHTBI JJIA HCfITpaJ]I/ISaI_II/IPI CBO60)1HBIX paauKkalioB, a
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Takke HePEePMEHTATHBHBIC JIOBYIIKHA CBOOOJHBIX PaTUKAIOB — aHTUOKCHJIAHTHI,
MpU  OMNPEICICHHBIX YCIOBHUSIX MPOAYKIMS CBOOOJHBIX PaIUKaAJIOB HApacTaer,
HEKOTOpPBIE U3 HUX CIIOCOOHBI MIEPEXO0IUTh Yepe3 MeMOpaHy MUTOXOHIAPUH. B 31X
clly4yasiXx ToBOpAT 00 OKHCIUTENbHOM cTpecce. Cepbe3Hble MOBPEKICHUS
MUTOXOHJAPUAIBPHBIX MEMOpaH BBI3bIBAIOT OCBOOOXKJICHHE OTHOCHUTENIBHO CJ1abo
yACP)KMBAEMOr0 Ha TOBEPXHOCTH BHYTpPEHHEW MeMOpaHbl HHUTOXpoMma C. ITO
CUTHAJI K 3aIlyCKY anonTo3a KieTku. HamoMHro, 4To arnonro3 — 370 BUJ KJIETOYHOU
CMEpTH, 3alyCKaeMblid BKJIIOUCHHEM OCO0OW TI'eHeTHYeCKoW mporpamMmsbl. bosee
maasiuuid  OTBET Ha CBOOOJHOPAIUKAIBHOE U  TMEPEKUCHOE OKHUCJICHUE
MPECTABISAECT Pa3HOBUIHOCTh ayTodaruu — Mutodarus, T.€. yaaieHue 1e(eKTHBIX
C BBICOKOH CKOPOCTBIO T€HEPAIIMH CBOOOIHBIX PAJMKAIOB MUTOXOHIPUA.

VYcunenue reHepanuu CBOOOJHBIX paAUKaOB HAOMIOJAETCAd TPU 3aMeJICHUU
ckopocTu TpaHcnopta 3yekTpoHoB B OTL. Ilpu Hammumm «mnpobox» B OTIL]
AJIEKTPOHBI HMMEKOT BO3MOXHOCTb TMPEXKICBPEMEHHO B3aMMOJICMCTBOBATh C
KUCJIOPOJIOM. XOTSI CHEIUAIBHBIE PETYIATOPHBIE MEXAHU3Mbl KOOPIAUHUPYIOT
CKOPOCTh JJICKTPOHHOTO TpAaHCIOpTa M TOTPEOJICHUE KHUCIOPOoJia KIIETKOM,
MPUBOJIAT UX B COOTBETCTBUE C IHEPTETUUECKUMH MOTPEOHOCTSIMU KIETKU, B 3TOM
ABOJIIONIMOHHO OTJIQXEHHOM MeEXaHW3Me BO3MOXHBI cOou. Hampumep, sTOT
MEXaHM3M He ycmeBaeT yckopuTh pabdoty DTIL[ cpasy mocie TMIOKCHH, KOT/a
MOTOK KHUCIIOpOAA YCTpeMJIsieTcsl B KIETKy. B TakoM ciy4ae TOBOPST O
penepdy3MOHHOM MeEXaHU3ME TeHepalMk CBOOOJHBIX pagaukanoB. CoriacHo
MHUTOXOHIPUATLHON TEOpUH CTapeHus, HW3HA4YaJIbHO pa3paboTaHHOMU
aBcTpanuiickuM mpodeccopom OHTOHM JluHaHoM B KoHIEe 80-X IT. MPOILIOTO
BEKa, MHUTOXOHIAPUU — TJABHBIA WMCTOYHHUK TMOSBISIFOIIUXCS B OpPraHU3MeE
CBOOOJIHBIX paguKaioB. B xoae Takux cilydallHbIX COOBITUM M3-3a UX YCKOPEHHOMU
MPOAYKIIMU, BO3MOXHO moBpexaeHne mutoxonapuaibHoit JIHK (MTtIHK) wu
HaKoIUICHUE Je(PeKTHBIX MHTOXOHApWH. B oramume ot saepnoi  JIHK,
mutoxoHapuanbHag JIHK HezammiieHa cioem rucToOHOB; €€ BOCCTAHOBUTEIIbHBIC

MEXaHU3Mbl OYEHb HECOBEpIIECHHBI. TakuM o0pa3oM, paspylIeHHE BXOMSIIUX B
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MT/IHK reHoB — nwimib feno BpeMeHH, a 3TO HEM30€KHO BEAET K HAPYIICHHUIO
dbynakuuonuposanus ITL u okucauTenpHOrO PochopunrpoBanus.

[TocnenctBust myrtauuii MTJIHK mposiCHSIOTCS B CBSI3M C H3y4YEHUEM
MUTOXOHJAPHUAIBHOTO T€eHOMAa. TEepMUH «MUTOXOHIpHAIbHAs MEIWLIMHAY» BO3HUK
W3HAYaJbHO B CBSI3U C HACIEACTBEHHBIMH MUTOXOHAPUAIBLHBIMU 3a00JICBAaHUSIMHU.
B xnuHuyeckol reHeTuke BbIAEIAIOT Oojiee 150 BapuaHTOB Takux 3a00JI€BaHUM,
HO 10 MEpPE YCOBEPIICHCTBOBAHMS METOJAOB JWATHOCTUKHU HUX YHUCIIO MPOJOJIKAET
yBenuuuBathcsa. lIpexne Bcero crpaJarT OpraHbl C BBICOKHM COJEpKAaHUEM
MHUTOXOHJIPUM — FOJIOBHOM MO3T, CKEJIETHAs MYCKYJIaTypa.

Wtak, uenb cOOBITUI BBIMISAUT MPUMEPHO TaK: CBOOOJIHBIE pagUKabl Pa3HbIMU
OyTAMU BBICKaNb3bIBalOT U3 pecnuparopHor uenu (OTL) wu arakyror
mutoxoHapuanbHyto JJHK, Haxoasuryrocss B HENOCPEACTBEHHOM OJIM30CTH OT HHX,
YTO BEAET K MYTalMsSIM, KOTOPblE€ MOTYT HapyUHUTh paOOTy BHYTPHUKIETOYHOI'O
reiepatopa sHepruu. [lo mepe yBsinaHuss ¥ ruOeId MHUTOXOHAPUN KJIETKa Kak
LEJI0€ TaKKe JIMIIAETCS >KU3HECIMOCOOHOCTH U TIEPECTAET BBINOJHATH CBOU
(GyHKIUM. YTpaTUB HMCTOYHUK DHEPIUH, KJIETKA BCTYINAET B MPOILECC aroITo3a.
Korga Takux KJI€TOK CTaHOBUTCSI MHOT'O, HAUMHAETCS Pa3pylIeHUE TOW WA WHOU
TKaHU (TOro Wiy MHOro oprana). Hapacranue ciiydailHbIX MyTalluii MUTOXOHAPUIA
B OpraHu3Me BeJleT K OMO’HEPreTHYECKON Mo3auke, Ipyu KOTOPOW pa3Hble KIIETKU
POU3BOAAT pazHoe KoiauuecTBO AT® B 3aBUCMMOCTH OT CTENEHU AUCHYHKUIUU
CBOMX  MHUTOXOHApui. Ilpyuem B pasHBIX  KIETKax  NPOSABIICHUSA
MUTOXOHJPHAIIBHON  TUCPYHKIMU  pa3HooOpa3Hbl. OHM MOTYT BKJIIOYATh
IreHETUYECKUE MYyTallMd MUTOXOHIPHAIBHBIX (PEPMEHTOB, OEJIKOBBIX CyObEIUHUIL
KOMIUIEKCOB LIEMU TepeHOoca 3JIEKTPOHOB, PECHUPAcOM, HapylIeHHEe MUTO(Aruy,
(dbparMeHTally U CIUSHUS MUTOXOHJAPHUMN, a TaKXKe HapylIeHUs padOThl CUCTEMbI
KOHTpPOJISI Ka4eCTBA MHUTOXOHAPHAIBHOIO IPOTEOMA, T.€. TPAHCKPUIILINH,
TpaHcTopTa OEJKOB WX CBOpAaYMBaHUA U COOPKU OENKOBBIX KOMILIEKCOB. Kpome
TOTO, CYIIECTBYIOT MyTanuu B J00oM u3 (pepmentoB nukia Kpebca miam Oera-

OKHUCJICHHS, MyTalluX B Pa300IIArOIINX OeIKax.

31



Yto MBI MOXEM cjaenaTh, YTOOBl cOepedb CBOM MUTOXOHIPHUHM U COXPAHUTH B

ONITUMAJIBHOM COCTOSIHHH KJIETOYHYIO OMOIHEPTETUKY ?

B Havasle sieknuM  00CyXJanach  3HAYEHHWE  HEKOTOPBIX  BUTAMHUHOB,
HEOPTraHWYECKUX MOHOB ISl ONTUMAIBHOIO (PYHKIMOHUPOBAHUS MUTOXOHIpHil. K
3TOMY CIHCKY Mbl MOXEM J00aBUTh AaHTHOKCUIAHTHI:  alb(a-ToKkodepo,
KApHO3MH.

VYpaxHeHuss Ha BBIHOCIMBOCTh CTUMYJIMPYIOT MUTOXOHIPHOIEHE3 B CKEJIETHBIX
MBIIIIAX, HEPBHBIX ILEHTPAaX TOJOBHOTO W CIOMHHOTO MO3ra YBEIUYHBAIOT
JBIXaTEIbHYI0 CIIOCOOHOCTh, YCWJIMBAIOT OKHCJIEHHE >KHPOB, YBEIUYUBAIOT
BbIpa0OTKY MUTOXOHJIPHAJIBHON MapraHieBo-cynepokcuaaucmytassl (MnSOD) u
rinytatuoHnepokcuaassl (GSH px), 4To NpUBOIUT K OOIIEMY B HUX YBEIUYEHUIO
AHTUOKCUJAHTHOW aKTUBHOCTH M CHHMKECHUIO NEPEKUCHOIO OKHUCIICHHMS JIUIINOB.
JIpyrumu CcJI0BaMH: €CJIM Bbl MaJlO JBUTAETECH, KOJWYECTBO BAIIMX MUTOXOHAPUN
YMEHBIIAETCS, €CIU Bbl MHOTO 3aHUMAETECh CIIOPTOM, OHO yBeJIH4YMBaeTcs. Takum
o0pa3oM, JIOAH, KOTOPBIE PETYNISAPHO TPEHUPYIOTCS, MOMUMO IMPOYEro, UMEIOT
OOJIbIIIE SHEPTHH.

B nocnegnue roasl 3HAYUTENbHOE BHHMAaHHE MHUTOXOHJPHOJIOIOB MPHUBIIEKAIOT
XOJIOZIOBBIE TPEHUPOBKU. TpEeHHMpOBKa XOJOAOM (3aKaJMBaHUE) YCUJIMBAIOT B
KJIETKaX JKUPOBBIX M MBIIIEUYHbIX TKaHEW CHHTE3 aKTUBATOpa TPAHCKPHUIILUU
MHOTUX MUTOXOHJpHaJIbHbIX TeHOB PGC-1, cBA3aHHBIX ¢ (pepMEHTAMU JIUIIOIN3A,
okucieHus: xupHbeiX kucnor, L[TK. MuTeHcudukanus 3TUX MeTabOJIMYECKUX
NyTe MPEensTCTBYET MepepaclpeesieHuI0 TPUTIIMUEPUAOB U3 KUPOBBIX KIETOK B

JIpYyTye TKaHU.

Pacumiputs 3HaHMS O MNOPUPOAEC MHUTOXOHAPHUM, HA4YMHASA C BOIPOCOB HX
HBOJIIOLIMOHHOTO IPOUCXOXKIAEHUS M KOHYas y4aCTHEM B PA3BUTHM LEJIOTO PsAAa
3a00JieBaHUH, B IPOLIECCAX CTAPEHUSI U CMEPTH, MOJIYYUTh HAYYHO OOOCHOBAHHbBIE
pPEKOMEHJIAllMU MO0 NUTaHUIO U 00pa3y >KW3HU, KOTOPBIA MOMOXKET MPOIUTH
KW3Hb BallMX MHUTOXOHAPHUM, BBl MOXETE, MPOYUTAB KHUTH «ITOUCTUYHAA
MUTOXOHApHUS. Kak COXpaHUTh 300pOBbE U OTOJABUHYTH cTapocTh» JIn Hoy.

32



3 rnaBa
PazpaboTtka u anpobariust mpakTUIeCKOro 3aHATus "MUTOXOHpHUaTbHas

meaumuHa"
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Ha ocHoBe TOro, 4To Mbl C BaMH Y3HaJId O MHUTOXOHAPUSIX B XOJE€ MpOIIEaIIeH
HAay4YHO-TIOMYJISIPHOM JIEKIIUU, S TIOATOTOBUJIA JJISI BAC HECKOJBKO MPAKTUYECKUX
3aJlay, KOTOPBIE MpeJiaralo PeluTh IJs 3aKperieHus MaTepuaa.

Jnsg Havasia mpeyiararo  paccMoTpeTs 3amanus w3 EI'D, cBs3aHHBIE C
MUTOXOHIPUSIMHU U KIETOYHBIM JILIXaHUEM:

1. O6mias mMacca MUTOXOHJPHUM IO OTHOIIEHHIO K Macce KIETOK pPa3IuYHBIX
OpTraHOB KpPBICHI COCTABJSICT: B IMOJKETYyNOYHOU xKkeneze — 7,9%, B medeHu —
18,4%, B cepaue — 35,8%. Ilouemy B KJIE€TKax 3THX OPraHOB pa3JIMYHOE
COJIEp’KaHNE MUTOXOHIPUI?

Otser

1) MUTOXOHAPUU SIBISIOTCA DHEPreTUYECKUMU CTAHIUSMU KJIETKH, B HHUX
CHUHTE3UPYIOTCA M HAKAILJIMBAIOTCS MOJICKYJbl ATD;

2) st ’HTEHCUBHOM paOOThI CEPACUYHON MBIl HEOOXOIUMO MHOTO DHEpPTHH,
MOATOMY COJIEp>KaHHEe MUTOXOHJIPUH B €€ KJIEeTKax HanboJjee BHICOKOE;

3) B MEYEHHU KOJUYECTBO MHUTOXOHAPUN IO CPABHEHUIO C MOHKEIYA0YHOU
JKeJe30 BhIIIE, TaK KaK B HEW ueT 00jiee MHTEHCUBHBIM OOMEH BEIIECTB

2. Ha xakoM »sTame HHEPreTHYecKOro OOMEeHa MPOUCXOAUT OKHCIUTEIHBHOE
dbochopunupoanue? B dem 3akmodaeTcss ero Owmojormdeckuii cmuica? Kakue
MPOJYKTHI 00Pa3yrOTCs B PE3yJIbTaTe 3TOTO Iporiecca?

Otser

1) KHCIOPOIHBIN (a9POOHBII) ATAl IHEPTETUIECKOTO OOMEHA;

2) 21eKTpoHbl OT OKucHseMbIx cyOctparoB nepeHocstcs HAJIH u ®AJIH2 a
3aTeM MEePEHOCUUKAMU AJIEKTPOH-TPAHCIOPTHOM LIENHU Ha KUCIOPOI;

DHEPTHUs, OCBOOOXKIaeMas dSJIEKTPOHAMHU MPH WX TPAHCIOPTE, MpPEeBpaIiaeTcs B
HHEPTHUI0 TPaJMEHTa MPOTOHOB BOJAOPO/A;

MPOTOHHBIN rpagueHT obecnieunBaeT padboty ATd-cunraszsl (pochopunrpoBanue
AJID no ATD);

5)Boga u ATO.
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3. U3BectHO, 4TO peakuuu MeTaboiau3Ma yckopswoTcs (epmeHtamu. K kakum
MOCNIEACTBUSIM TPUBEIET CHUKEHHE AKTUBHOCTH ()EPMEHTOB, YYaCTBYIOIIMX B
KHUCJIOPOJITHOM 3TaIe 3HEPreTUYECKOro 0OMeHa KUBOTHBIX?

OtBer

1) ckopocCTh peakuuii KUCIOPOIHOTO JbIXaHUS 3aMEINTCS;

2) KJIeTKd OyIyT MONTy4aTh SHEPTUIO TOJIBKO 3@ CUET OECKUCIOPOAHOIO JbIXaHUS
(rmukosnu3a, OpoXKEHUs);

3) kneTku OyAyT UCTIBITHIBATh HEJJOCTATOK SHEPTUH;

4) B KJETKax HAKOMATCA MPOIYKTbl OpOKE€HHs (JaKTaT; MOJIOYHAs KHCIIOTa),

OTPABJAIOINNC KIICTKY.

- B3pociblil 310pOBBIM MyKUHHA ¢ Maccor Tena 70 Kr moJy4aeT ¢ MUIIEH OKOJIO
2000 xkain/cyt. PaccumTaiite B MOJISIX, B TpaMMax U B % OT MaccChl Tella - Kakoe
konmnyectBO AT® ero opraHu3M CHUHTE3UPYET B CYTKH MpPH YCIOBHH, YTO
3(QPEeKTUBHOCT,  MPEBPAIICHUN  SHEPruMd  NUTATEIbHBIX  BELIECTB B
Makposprudeckyro cBsizsb AT® cocraBiasier 40%. Monsapuas macca ATO —
507,18r, nHa cunHTe3 omHOro wmoysi ATd® B CpegHECTaTUCTUUYECKOW KIIETKE
TpeOyeTcss OKOJI0 OKoio 7,3 KKajm sHepruu. Jlalite pamuoHaibHOE OOBSICHEHHE
MOJTYYEHHBIM JIAaHHBIM.

lIpumepHoe pewenue

- JloGaBneHue aHTHOMOTHKA AQHTUMHIIMHA A B CYCHEH3UI0O MHTOXOHIAPUI
CONPOBOXKIAETCS PE3KUM YTHETCHHEM TMOIJIOMIEHUs Kucaopoaa. CreKkTpaabHbIN
aHaJM3 MoKa3aJl, YTO MEePEeHOCUYHMKH 3JeKkTpoHOB Mexay HAJIH u muroxpomom b
MEPENUIN B BOCCTAHOBIIEHHOE COCTOSIHUE, a IIEPEHOCUYNKN MEXKY HUTOXPOMOM C H
KHCJIOPOJAOM B OKHUCJEHHOE cocTosiHue. Bocnonsdyiitech cxemoit OTIL[ wu
OTIPEJICINTE - KAKOW JbIXaTeIbHBIM KOMIUIEKC MHTUOUPYETCS aHTUMHUIIMHOM A?
Kak 310 otpasurcs Ha cuHTeze ATOD? [loueMy aHTUMHIIMH cUHUTaeTcsl OoJiee

CHJIIBHBIM JbIXAaTCJIbHBIM AA0M, YCM I/IHFI/I6I/ITOp IICPBOI0  ABIXATCIBHOI'O
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koMmIiekca  poreHoH?  Ilouemy  nmo0OaBiieHMEe  aCKOPOMHOBOW  KHCJIOTHI
BOCCTaHABIIMBAET JbIXaHue U cuHTe3 AT® MUTOXOHAPHUIMU?

- Briienenubie MUTOXOHIPUU MHKYOUPYIOTCS B CPEJIE C MUPYBATOM B KaueCTBE
cyoctpara okucienusi. Kak nsmenurcs pH cycnieH3uun MUTOXOHIpUIA TTPH

UMITYJILCHOM Toj1aue KUcIopoaa?

- B ogHOM ®3 OKCIEPUMEHTOB, BBIMIOJHEHHBIX JUIS  JIOKa3aTelbCTBa
XEMHOCMOTUYECKON TEOpPUM, BBIICICHHBIE MUTOXOHAPUU WHKYOMpOBaIM B
oydeprom pactBope ¢ pH=9,0 m KCl 0e3 kakux-imbo cyOCTpaToB OKHCIICHUS
(mupyBart, >KUpHbIE KACIOTHI) JJIMTEIbHOCTh MHKYOALIMH COCTaBJIsIa HECKOJIBKO
4acoB JUIsI TOrO, YTOOBI, HECMOTPS Ha cCl1a0yl0 MNPOHHUIAEMOCTh BHYTpPEHHEH
meMmOpanbl uis npotroHoB H', pH wMarpukca 3amenauumBanack. Uto xorenu
IpOHA0JII0JaTh U U3MEPUTH SKCIIEPUMEHTATOPHI, KOTJJa MUTOXOHAPUU TEPEHECIIN
B pactBop ¢ pH=7,0 u mnepeHocunkomM wuoHoB K* wuepe3 memOpaHy

BaJIMHOMUIINHOM.

- B cycnen3uto mutoxoHapuid no0aBwiMd 2 MMOJIb nupyBata U 2 mmoiib AJ[O.
CKOpOCTh OKHCIIEHHs INHpyBaTa M3MEPSUIM 10 MOMVIOUIEHUIO Kuciopoaa. Yepes
HEKOTOpOE BpeMs peakuus npekparuiack. O0bsicHUTe - noyemy. CKOJIbKO MOJeH

NAPYyBaTa HETOOKHUCIHIOCH?

- Butamun B1 (TnamuH) BXOIUT B cocTaB (PEpPMEHTHOTO KOMILJIEKCa,
OKHCIIIFOIIETO B MUTOXOHAPUAX nupyBaT. I nmosutamMmnuos B1 u3-3a
HEJ0CTaTOYHOIO IMOCTYIUIEHUS C MULIEN WIX HapYyIICHHs BCaChbIBaHUS B
KHUILIEYHUKE (HAIpUMED, PU MOBPEKIECHUU CIU3UCTON y aJIKOTOJIMKOB)
NPOSBIISIETCS B (POPME TSHKETIOTO MOPAXKEHUS LIEHTPAIbHON HEPBHOM CUCTEMBI -
3aboneBanus 6epu-oepu. [louemy rosoBHOI MO3T MO CPABHEHUIO C APYTUMHU

TKaHAMHA 1 OpraHaMH B OOJBIICH CTEIICHU CTpadacT OT HAPYLICHUS B OTHX HYTSIX?
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- [Ipu ogHOM U3 HACIEACTBEHHBIX (POPM MHUACTEHUU B CKEJIETHBIX MBIIIIIAX
HaOII0JaeTCsl HU3Kask akTUBHOCTH (PepMEHTOB CHHTE3a KapHUTHHA. KapHuTiH
NEPEHOCUT KUPHBIE KUCIIOTHI Yepe3 BHYTPEHHIOI MEMOPaHy B MaTpUKC
MHUTOXOHJAPHM, TJI€ OHU MOJABEPTAIOTCA OKUCIEHUIO. Kak oTpasuTcs Ha CKopocTr
NOTPEOIEHUS KUCIOPOa CYCIIEH3UEH MUTOXOHAPUN MBI JOOABIEHHUE B HEE B
KauyecTBe cyOcTpaTa JiyIsl OKMCIICHUS )KUPHBIX KUCIIOT, HAIIPUMEP NalbMUTHUHOBOM
kucnoThl. Kak Bel cunraere — nmouemMy JIFOASAM € 3TOM MyTallMeld POTUBOIIOKA3aHbI

rojaoaaHuc Oonee CYTOK, IJIMTCJIbHBIC (1)I/IBPI‘I€CKI/I€ Harpy3Ku.

OCHOBHBIMH  TIPOTHO3UPYEMBIMH TIOJIOKUTEIBHBIMU PE3YIbTaTaMHU  SIBIISCTCS
3aKperuieHre (PyHIaMEHTaJbHBIX MOHSATUN B (DU3UOJIOTMM U CTPOCHHUH KIIETKHU;
METaIpeAMETHBIMA PE3yJIbTaTaMH: MIOHUMATh W OMKCHIBATH B3aUMOCBS3h MEXIY
€CTECTBEHHBIMU HaykaMu (Ouojoruei, GpU3nKoi, XMMHUEH); pa3BUBAIOIIUE 33/1a4l
VYV]: pa3BuTue BHUMaHUA, HAOJIONATETLHOCTh, ITO3HABATEIbHBIA HHTEpEC,
MBICIUTEIILHBIE OTICPAIMH Y TITKOJIBHUKOB; 00pa30BaTeIbHBIC 3a/1a4H IOBBIIICHUE
MOTHBAallMd B OOy4YeHHMH, AalIbHEWIIeMy BBIOOpY mpodeccud, MpoOyKIeHUuE B

ydamuxcsa Hay4YHO-HCCIICAOBATCIILCKOTO MHTCPECA

3agaua 1. Iloacuutaitte komuuecTBO AT®, KOTOpOE TEOPETUYECKH MOMKET
00pa3oBaThCs MPU MOJHOM OKHUCICHUU TJIFOKO3BI MIPU YCIOBUU, YTO MUTOXOHJIPUU
HE Pa300IIeHBI.

Pemenne: OkucieHue CyklIMHaTa JIO  OKcajioalerara  CONPOBOXKAACTCS
BOCCTAaHOBJICHUEM OAHOM MoJekynsl DAJ[ u oanout mosekynsl HAJL.
ITocnenyromee oxucienne DPAJIH2 B  AbIXxaTenpbHOW IIENMHU  COMPSDKEHO
obOpaszoBanuem 2 Mmonekyn AT® (P/O[12), a okucnenme HAJIH — 3 monekyn
(P/O[13). CnenoBaTelbHO, DHEPreTUYSCKUM BBIXOA OKUCIICHUS CYKIIMHATa 0
s10;10uHOM KUCHOTHI [ 5 Mosiekyn AT®. Okucienue u3ouuTpaTa 10 CyKIMHUJIA-
KoA comnporoxmaercs pochopunmpoBanrem ] 6 Mmonekyn AJID, Tak Kak B xoje
OKHUCIIEHUs BOCCTaHaBlIuBaeTcs 2 monekyinsl HA/I.

3amaua 3
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Ha pucynke wu3oOpaxkeHna rpadudecKd IUHAMHKA CKOPOCTH MOTPEOICHUS
Kuciopoaa (no ocu opounam) CyCHEH3UEH BBIJCICHHBIX U3 TKAHU MUTOXOHJIPUHU.
[TocnmenoBaTteabHO B CYCIICH3WIO MHUTOXOHIPHUNA BHOCHIJIM HECKOJIBKO J00AaBOK,
yKa3aHHBIX HKe. COOTHECUTE ATH JO0ABKH C MOPSIKOBBIM HOMEPOM CTPEIIOK.
[TorpoOyiiTe 0OBSICHUTH MPUUMHBI BIUSHUS ITHX JO0ABOK Ha CKOPOCTH JIbIXaHUS

MUTOXOHIPUM.

mitochondria, substrate, Pi

,

\

Anaerobic

Time, minutes

Otser: 1. AII®, 2. onmuromuriud (uHTUOUTOp AT®d-cunTtaser), 3. PazoOmmrens.
CKOpOCTh JbIXaHUSl OIpPEAENACTCd HEPreTUYECKUMHU TMOTPEOHOCTIMHU KIIETKH.
OnHMM M3 BaXKHBIX CUTHAJIOB 00 3HeproaeduuuTe sSBISETCS YBEIUYEHHE YPOBHS
AJ1® uinu cHUKEHUE BEJIMYMHBI MPOTOHHOTO rpagueHTa. [loaTtomy nobdaBka AJ[D
YCWJIMBAET JbIXaHWE€ MUTOXOHApUN. B ocHoBHOM (QyHkimonupoBanue OTL|
CBsA3aHO ¢ TOTpeOHOCThI0 KIeTku B AT®, mnostomy HHruOupoBaHUe
OJIMTOMUIMHOM AT®-CHMHTa3pl OCTAHABIMBAET JblxaHue. DYyHKIIMOHUPOBAHUE
pazoOumTens - AUHUTPO(EHOJIAa CHUXKACT BEJIMYMHY MNPOTOHHOIO TpagueHTa,
YTOOBl BOCCTAHOBUTH TPEOYyEeMYIO BEIMYMHY 3JIEKTPOXUMUYECKOTO MOTEHIHaIa

H+ 351eKTpOHHBIN TPaHCHOPT U CKOPOCTh AbIXAHHS YCUIUBAKOTCS.

3anaua 4. IlpousBogHoe ButamuHa Bl (tmamunnupodocdar) BxoauT B cocTaB
MUPYBATAETUAPOTEHA3bl -  KIHOYEBOro (epMeHTa OKUCICHHS TupyBaTa 0
anetrniKoA n HAJIH. Butamua 0coOCHHO BakKeH JJI1 METAa0OJIM3Ma T'OJIOBHOTO
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MO3ra, 3HEpPreTHKa KOTOPOTO CTPOMTCS Ha OKHUCIEHHH YIJIEBOJAOB. Y JIOJEH,
XPOHUYECKU 3J0YMOTPEOISIONMNX aJIKOTOJEM pa3BUBAeTCAd THHOBUTaMHHO3 BI,
T.K. QJIKOT0JIb HApPYIIA€T BCACBIBAHUE 3TOrO0 BUTAMUHA, YTO MPUBOJUT K PA3BUTHUIO
3aboneBanus 6epu-oepu.

CpaBHUTE CKOPOCTh OKUCIUTEIBHOTO PoCcHOpUIMpOBaHUs B HEHPOHAX YEJIOBEKa C
Oepu-06epu U 310poBOTO YesnoBeka. OTBET MOSICHUTE.

Ortger:

CkopocTh OKHCIUTENbHOTO (hochopunnpoBanus B HEMpoHaX 4delloBeka ¢ Oepu-
Oepu CHIKEHA, TaK Kak

3agaua 5.

NHdapkT MuOKapja SBISETCS Pe3yJbTaTOM OCTPOM THIIOKCHM, Pa3BUBAOIICHCS
npu 00pa3zoBaHUM TpoMOa B OJTHOM M3 COCYAOB, MUTAOIIUX MUOKap. B ycrnoBusx
runokcun cuHte3 AT® mpekpaiaercs, 4To SBISETCS NMPUYMHON THOENTH KJIETOK.
Kakue emie OmoXxumuueckue MPOIECChl MMEIOT MECTO NPH OCTPON THUIIOKCHH
KJIETOK MHOKap/ia?

Ortser:

Pe3ko moBbIIIAaETCS MPOHUIIAEMOCTh MUTOXOHJPUAIIBHBIX MEMOpaH, BO3HUKAET
HaOyXaHWe MHUTOXOHJIPUH, MPOCTPAHCTBEHHAS N€30pUEHTAIs (PEepPMEHTATUBHBIX

CUCTEM TPAHCIIOPTA ANEKTPOHOB, cuHTe3a ATO.

Hy u Hamocnemok mpenjarair0 MOpemiaTh 3aJayd Ha COCTABJICHHWE W aHaJIHu3
POIOCTIOBHBIX IO MUTOXOHIPUAIIBHOMY THITY HACJICIOBAHMS

MuToXOHIpUaIbHBIE TeHOM cocTouT U3 KousblieBort JIHK pasmepom 16600
HyKJIeoTua0B, Kotopas koaupyer pPHK wu TPHK, yuwactByromme B
MUTOXOHJPUAIEHON CUCTEME TPAHCIAINHA, U HEKOTOpPhIE OCNIKH, HEOOXOIUMBIC
JUIsl  OKUCTuTeIbHOTOGoCchopuupoBanusi. MHOTHE MUTOXOHIPHAIBHBIE OETKU
KOAMPYIOTCS TeHAMHU SIACPHOTO T€HOMa, CHHTE3UPYIOTCS B IMTOIUIa3ME M 3aT€M

TPAaHCTIOPTUPYIOTCS B MUTOXOHApUU. [loaToMmy MyTaruu, Hapymatonme GyHKIANA
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MUTOXOHAPHUM, MOTYT MIPOUCXOJIUTh KaK B MUTOXOHJPHUAIBHOM, TaK U B JIEPHOM
reHOMax.

Uucno MUTOXOHApPUA B KJIETKE  HEMNOCTOSHHO, Kak M KOJIMYECTBO
MUTOXOHJPHAIBHBIX T€HOMOB B MHUTOXOHJpUHU (00buHO OT 2 gm0 10), Tak 4ro
Kakaas KJIETKAa COACPXKHUT Thicauu Komui mutoxoHapuainbHot JJHK. DOra JJHK
nepenaerca 4epes sunekierky B konmdectBe 200000-300000 xomuii u B
HE3HAYUTEIBHON CTEMEHU Yepe3 CIepMaTO30UIbl, TAK KaK B HUX MPAKTUUYECKU HE
COIEpKATCsI MUTOXOHJAPUU. OITO O3HA4YaeT, 4YTO BCE JIIOAU HACIEAYIOT
MUTOXOHAPUAIbHBIE TEHOMBI OT MaTEPH.

MyTanyio B MUTOXOHIPHATLHOM T'€HOME KEHIIWHBI YHACIEIyIOT BCE €€ JIeTH, a
My’>KUMHA C TaKOW MyTalliei, Hao00poT, HE MepeacT ee JACTSIM. DTO MPUBOIUT K
TUMUYHOMY BEPTHKAJIBLHOMY HACJIEIOBAHUIO , KOTJa OOJIbHAs KEHIMHA MepeaeT
3a00sieBaHUE OOJBITMHCTBY CBOMX JCTEH.

[TopaskeHHbIE TEBOYKH, BBIXOJIS 3aMYK, OYIyT pokKaTh TOJbKO OOJBHBIX JETeH, B
TO BpeMsl KakK y OOJIbHBIX MY>KCKOT'O MOJia BCE JIeTU OyAyT CBOOOHBI OT JAHHOTO
3a0oneBanus. [1o MUTOXOHIpHAIBHOMY THITY HACIEIYIOTCSI aTpOQus 3pUTEILHOTO
HepBa JleOepa, MUTOXOHIpHaTbHAsIMUOAHIIEQanonaTusi, cuHapom Jles, 0oJsie3Hb
Kepnuca-Ceiipa 1 HeKoTOpbIe Apyrue 3aboneBanus. B Hacrosiee Bpems ONMKUCAHO
6onee 10 pa3nuuHbIX 3a00JIEBaHMM, NPU KOTOPHIX OOHAPYXKEHBI MYTAIMH
mutoxoHapuansHon JJHK.

Bot TekcT nepBoii 3a1aun:

CocTaBuTh  POJIOCIOBHYIO,  COCTOSIIIYKO W3  YEThIPEX  MOKOJEHUHM MO0
MUTOXOHAPUAIIBHOMY TUITY HaCJIeIOBAHMUSI.

Pewenue:

[Ipu cocTaBiaeHUH POJOCIOBHOM IO MHUTOXOHJPHAIBLHOMY THUIY HEO0OXOIUMO
YUUTHIBATh CIEAYIOLIEE:

1. mpu3HaK BCTpevaeTcsi BO BCEX MOKOJICHUSIX;

2. 00JEI0T KaK MY>KUHHBI, TaK U KCHIIUHBI,

3. y 00IBHOTO OTIIA BCE JETH (MAIBUYUKH U IEBOYKH ) 3/IOPOBHI;

4. y 601pHOM MaTepu Bce J1eTH (MaIbuMKU U IEBOYKH ) OOJIbHBI;
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4. BeposatHOCTh HacnenoBanus 100% y neBouexk.
CUMBOJBI, HCIONB3YyeMbIE TPU COCTABICHUM Tpapuueckoro H300paKeHus

POJIOCIIOBHOM:
O- ocobb MYXCKOTO  MOJIa, HE HWMEIOMAs HW3y4aeMoro MPU3HAKa;

- 0co0b JKEHCKOTO IOJla, HE WMEKNas  M3y4yaeMOro  IPHU3HAKa;

M-  o0co6b  MykcKOro  moja,  MMEIONas ~ U3yYyaeMbIdi  NpH3HAK;
. 0co0b  KEHCKOTO noJja, UMEIOIIas U3y4yaeMblii  MPHU3HAK;
EI—|—D
- Opax MYKYHHBI u KCHIIIHBI;
: U OJIM3KOPOICTBEHHBIN Opax;
[
O g O

- IETH OJAHOM POAUTEIBCKOM Mmapsl (CHOCHI);

3anaua 2.
OnpenenuTs TUI HACIENOBAHMS MpU3HAKA MO TpadUuecKOMy H300paKEHUIO
ponocioBHOW (puc. 2). YCTaHOBUTH BO3MOXKHBIE TEHOTHUIIBI BCEX UJICHOB

POAOCIOBHOM.

ne
Pewenue:
Myrtauus nposiBiseTcs y BcexX JeTed (MaJllbuuKOB U JIEBOYEK), MATepU KOTOPBIX
MMEIOT 3TOT Npu3Hak. M3ydyaemblii NpU3HAK, BCTPEYAKOTCA y NPEACTABUTEIICH
MY>KCKOTO U KEHCKOTO M0J1a IPUMEPHO B PABHOM CTENEHU BO BCEX MOKOJEHUSX (B
pOOCIOBHOM 4 MyXKYMHBI M O JKEHINMHA), IO3TOMY MOXHO JyMaTh, YTO

M3y4aeMblil MPU3HAK 3aBUCUM OT I10J1a: 00YCIIOBIMBAIOUINI €ro I'eH PacloiokKeH B
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JKEHCKOM  TOJIOBOM  KieTKe. Tum  HaciaeqoBaHUsA:  MUTOXOHIPUAIIBHOE
HacJieJOBaHUE.

Bo03MOXHBIE TEHOTHUIIBI BCEX WICHOB POJIOCIOBHOM:

Hamnune npusnaka - XaXa, XaY;

OtcyrcTBue npu3Haka — XAXA, xAY

['eHoTHIT IpeaCTAaBUTENICH MYKCKOTO T0J1a C JAHHBIM Npu3HakoM — XaY. ['eHoTun
MYXK4YMH C OTCYTCTBHEM JAaHHOTO npu3Haka - XAY. ['eHOTMD JKEHIIMHBI C
HAJIMYMEM JIAaHHOTO TNpu3Haka - XaXa. B0O3MOXHBIE TE€HOTHUIIBI >KEHIIWH, Y
KOTOpBIX OTCyTCTBYeT mnpu3Hak - XAXA wm XAXa. ['eHOTHIIBI OCHOBaTeneu

pona:XaXa, XAY.

PaspaboranHble 3aHATUS ObulM ampoOMpoBaHBl B paMKax BCTped KiyOa
«JIro003HaTenbHBI KOT» Ha 0a3e AETCKOM ropoickod Oubmmorexkn um. J.H.
VYcenenckoro. 31oT KiIy0 (yHKIMOHHMpYET yxke Oosbiie roaa. Ha perynspHbix
BCTpeUax, MPOBOAMMBIX KaXKIBIH UYETBEPT, MBI C peOsITaMH H3y4aeM CaMmble
WHTEPECHBIE M JIFOOOMBITHBIE (AaKThl 00 OKPYXKAIOIIEM HAac MHUpE, B TOM YHCIE
pasHble paszzienbl Ouosiorun U skojoruu. Ha Berpedax kiyba mpuCyTCTBYIOT

yuamuecs 9-11 knaccoB pa3nMyUHbIX IIKOJI, HO He Oosee 10 yenoBek.
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BriBogs!

1. AHanu3 HWCTOPUYECKOTO Pa3BUTUSA TPEICTABICHUNA O MHUTOXOHIPHUIX
BKIIIOYAET CIEAYIOIIME JTamlbl: OMHCAaHHE MOPQOJIOTUUECKOTO  CTPOCHUS
U paclpeiesieHus] TUX OpraHeiUl B KJIETKaX; MICHTU(PUKAIUA METa0OINISCKIX
MyTel; BBISICHEHUE POJIM MHTOXOHAPUN B DHEPTETHKE KIETKH W MOJICKYJISPHBIX
MEXaHU3MOB a’pOOHOTO HHEProoOMEHa; HU3y4YeHHWE WX POJH B IAaTOreHe3e
OKHMCIIUTENBHOTO cTpecca, amnonro3e. CoBpeMEHHbIE MPOOJEMbl  CBS3aHbI
HEIOCTaTOYHBIM TOHUMAHHUEM CBSI3M Mex 1y pexkumamu padotel DTL] (oquHOUHEIE
KOMIUIEKCHl U CYIEPKOMIUIEKCHI-PECITUPACOMBI), MEXKIYy TUHAMHUKON TMPOIECCOB
bparmeHTal W CIUSHUS U (QYHKIHOHAIBHBIM  COCTOSTHUEM  KJIETKH,
TPYAHOCTSIMH U3y4EHHsI MUTOXOHIPUH IN VIVO.

2. Pa3paboraH TEKCT HAy4YHO-TIOMYJISIPHOU JEKUUU «MUTOXOHAPUU H
CTapeHHE» W TPE3CHTAIMOHHBIM Marepuand K Hed. B jexuuu paccMOTpeHb
COBpEMEHHBIC TPEACTABICHUS O MEXAaHW3MaX MHTOXOHAPUATBHON HSHEPTETHKH,
CBOOOTHOPATUKAILHOTO TOBPEKICHUSI 3TUX OPraHeiul MPU MUTOXOHIPHAIBHBIX
[UTOTATUSAX U CTAPEHUHU, Mepax MPOQPHUIAKTUKH MHUTOXOHAPHUAIBHOTO CTapeHUsI.
Jlexuust ampoOupoBaHa B paMKax BCTped Kiyoa «JII0OOMBITHBIA KOT» s
CTapIIIEKIACCHUKOB Ha 0a3e TOpOoJCKOW OuOMMOTeKn uM. YcrneHckoro (T.
MuHyCHHCK)

3. IloaroToBnennpl MaTepHaibl K TMPAKTUYECKOMY 3aHSITHIO  TI0
MUTOXOHJIPHOJIOTHH, BKIIIOUAIONIME pacUYeTHhIE 3aJayd, 3aladd, TpeOyromme
aHaJlM3a YMUCIICHHBIX SKCIIEPUMEHTATBHBIX JaHHBIX U TpadUIeCKIX 3aBUCUMOCTEH,
3a/1aHuS, TpeOyromue MIPOTHO3UPOBAHUS s dexTon BUTAMUHOB,
BUTAMUHOTIOAO0OHBIX CYOCTAHIIMA, MyTallMii MHUTOXOHAPHATBHBIX, B TOM YHCIIE
CUTyaTUBHBIC 33J]a4d C MEAMIIMHCKUM COJIEpKaHUEM. 3aHATHE arpoOHMpPOBAaHO C

00y4aIOLMMUCS CTAPIINX KJIACCOB — YYaCTHUKAMHU KiTy0a «JIx000MmBITHBINA KOT»
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