BEHO®U3UKA, 2017, mom 62, ewin. 6, c. 1232-1234

VIIK 577.336 + 577.34

AUCKYCCHUH

MUTOXOHAPUU: MUDBI U PEAJIBHOCTbD

© 2017 r.

H.JI. Bexkmun

Hucmumym ouopusuxu knemxu PAH, 142290, ITywuno M ockosckoii oonacmu, yi. Hucmumymckas, 3

E-mail: nvekshin@rambler.ru

[Tocrynuna B pegakmuio 16.05.17 r.

Kparko chopmynupoBanbl Hambojee pacnpocTpaHEHHbIe MU(GB O MHTOXOHJPHUSAX M JlaHA albTep-

HaTUBHasA aBTOPCKas HMHTEPIIpETalus.

Kniouesvle cnosa: Mumoxom)puu, ObIX amelbHas. yeno.

3a gonrume ToABl pabOTHl C MUTOXOHIPHUSIMHU Y
aBTOpa CIIOXKHUJIACh O HUX COOCTBEHHAsl TOYKa 3pe-
HHS, BO MHOTOM OTJIMYAOMIascs OT OOMIEenpHHS-
toii. Hike chopmyampoBaHbBl HEKOTOpHIE COBpeE-
MEHHbIE OOIIENPUHATHIE BO33peHUs (CM., HamlpH-
Mep, paboTsr [1,2]), KOTOPBIM NaHa albTEPHATHB-
Has aBTOPCKas MHTepHperauus (CO CCBUIKOW Ha
CcOOCTBEHHBIEC MYOJIMKALINH).

1. «Mumoxonopuu umerom Gopmy mygenvku
unu wepesiuka». B coMaTHYeCcKHX KJIETKaX MJIEKO-
NUTAIOMKUX (B KJIETKax II€YeHM, MBILIL, II0YEK,
cepaua U Ip.) MUTOXOHAPHUH — 3TO cepsl, IpHIEM
Takue ke, Kak B U30JupoBaHHOM Buue [3-5]. «Ty-
¢denbku», HaONIOZaEMble METOAOM JJIEKTPOHHOU
MHKPOCKOIIMH, 3a4aCTyIO SABISIIOTCA PE3ylIbTaTOM
CIIMBaHHS ABYX-TPEX MHUTOXOHIPUH B mpolecce
00paboTtku u puxcanuu obpasua. «UepBauku» MNpu
ONTHYECKON MUKPOCKOTIMH — 3TO aKTHHOBBIC HUTH
unu QUOPWILIBI, HA KOTOPBIX CUAST MUTOXOHPUH.

2. «Mumoxoudpuanvhas membpana npeocmas-
siem coboll TUNUOHbBIL OUCIOU, 8 KOMOPOM NIABAIOM
benxu». I10CKONBKY COOTHOIIEHWE OEJIOK : JIMIHUJ
BO BHyTpeHHel MemOpane = 3 : 1, To oHa mpen-
cTaBisieT cOOOM TUTaHTCKUU MEXOEIKOBBI KOM-
MJEKC C HEeOOJBIIUM BKparUICHHEM JUMNHAOB [6].

3. «Pazmep 0OHOU MUMOXOHOPUU — HECKOILKO
muxpon». Her, o0suno 310 1,0 £ 0,5 mMxm [3-5].
B kjeTke ecTh TakKe MENKHE 3apOJIbIIICBhIE MPO-
tomutoxoHpuu (~30%) muamerpom 0,1-0.4 mxm [3].

4. «B kaemkax cywecmeyem MumoxoHOpUdlb-
Has cemb, 2U2AHM CKULL PA36em 8eHHbIU PEMUKYTYM ».
Hukakoro MHUTOXOHApPHAIBbHOTO PETHKYJIyMa He
cymectByeT [3-5]. Ilpu 31eKTpOHHOW MHUKPOCKO-
MUH «TUTAHTCKHE» MUTOXOHAPHUH — 3TO PE3yNbTaT
CIIUBOK MHOTHX MUTOXOHJIPUN Mexay coboit dop-
MaJIBAETUIOM, TiyTapaipaerugoM u T.1. Ilpu
(bryopecrieHTHON MUKPOCKOTHH — 3TO OKpaIllnBa-
Hue GUOPHUII, AKTHHOBBIX HHUTEH, Ha KOTOPBIX
cuasT mMutoxouapuu [7,8].

5. « M umox onopuu 8o3HuKarOm nymem OeieHus ».
Her, o6sruno He genenumem. M gake He MOYKOBA-
HueM. Monekyna IHK crapoli MUTOXOHAPHUH BBI-
XOJHUT B IUTOILIa3My W JOCTpawBaeT BOKPYr celds
(B xoomepanuu ¢ saepHor JJHK) nBe memOpawnsi,
B pE3yJIbTATE YEro MOJy4aeTcsl 3apoJbllieBas Ipo-
TOMUTOXOHJpUS pa3zmepom okosio 0,1-0,2 mxm [3,
9]. UMeHHO MO3TOMY B HOPOTOMUTOXOHIPHUSIX, B
OTIMYHE OT MHUTOXOHIpHH, HE OOHAPYXKHUBAETCH
MUATMEHT cTapeHus JunodycuuH (CTaThsi — B Iie-
JaTH).

6. «l nasnas gyuxyus Mumox oHopuii — 3mo CuH-
me3 AT®». DTo nuIb OJHA W3 MHOTHX Ba)XHBIX
(hyHKIINH, cpeau KOTOPBIX: METabOIU3M JIU- U TPHU-
KapOOHOBBIX KUCIOT, OKHCIEHHE CyOCTPaTOB C BBI-
nenenueMm temna (He meHee 70% sHepruM yxoauT
B TEIUIO, T.€. Ha 000I'PEB KJIETOK), ICHOHUPOBAHHE
KaJblUsl, 3JeKTpuueckass akTuBHocTh [1,2]. Ilpm
3TOM B pa3HbIX OpraHax JOMHUHUPYIOT pa3HbIe
¢yaxuun [1,3], Hampumep, B JKUPOBOM TKaHU —
MOYTH TOJBKO OJIHA TEIJIONPOAYKIHUSA, a B HEH-
pOHaxX — TeHepalus MOTEHIHaja.

7. «Ilepenoc snekmponos no OvixamenvHoll yenu
Hyowcen 0 cunmeza AT ®». Jlnsa axra dochopu-
nupoBaHus AJ[® HuKkakol sHepruu He HykHO [10].
ATd®da3za, kak Bce hepMeHTHI, pabOTaeT CIIOHTAHHO
B 00e CTOpOHBI. DHEpPrusi HyXHa IS JecopOuuu
AT® c ¢depmenra.

8. «Dnexmpon nepedaemcs nociedo8amenbHo no
OnuHHOU Ovixamenvhou yenu». llenb He mocaeno-
BaTedbHAas W HE JJHWHHASs, a €CTh JBE WIH TPHU
KOPOTKHUX MapaiIeIbHbIX IEMA CO CTOKOM Ha IIH-
TOXpOMOKcHaa3y. JlnMuHHAas mocnenoBaTenbHas
1enb (B OTIAUYME OT KOPOTKHUX MOCIEI0BATEIbHBIX
Herei) CIUIIKOM YsA3BUMa M HEHAJeKHA, MpHYEeM
CKOPOCTh JIUMUTHPOBAHA CAMbIM MEIJICHHBIM yda-
ctkoM (uto crpanHO). llociemoBaTenbHOCTH pe-
JIOKC-IICHTPOB Oblla MpHjJyMaHa Ha OCHOBaHUU
CTAHJAPTHBIX PEIOKC-TIOTEHIIUANIOB (HE MUMEIOIINX
OTHOIICHHS K pPeajibHbIM) U Ha HEKOPPEKTHOM WH-
TEpPIpETAlUH CIHEKTPOCKOMUYCCKUX TaHHBIX.

1232



MUTOXOHAPUN: MUDBI 1 PEAJIBHOCTD

9. «Illompebrenue Kuciopooa ocywecmeniemcs
Ha yumoxpomokcuoaze». He TONbKO Ha THTOXPO-
Mokcuzaase. B nopme npu oxucnenuun HAJIH uzo-
JUPOBAaHHBIMU MUTOXOHJPHUIMHU OKOJIO 5% KuUCIO-
pona moxer motpebnstbes Ha HAJIH-okcunase,
nasas cynepoxcup [1,8]. Ha HAJIH-okcunase npu
NOBPEXKICHUU ABIXaTENbHOM LIEMU MOXKET MOTped-
aatees 10 30% xucmopona.

10. «B Hapyoicnoii membpane ecmv pOMEHOH-
neuygcmeumenvnas HAJH-oecuopocenasa, nepe-
oarowas 91eKmpoHbl 4epe3 YUMoxXpom ¢ 8 Obixa-
MenvHyIo Yenvb BHympeHHel membOpausi». Takoro
tdepmenta Her [11]. Peaknust poTeHOH-HEYYBCTBHU-
tenbHOro okucinenuss HAJIH ocymecrBusercs
HAJIH-nerunporeHa3oii BHyTpeHHeH MeMOpaHBI,
MNpUYEM 3TO HMEET MECTO B IMOBPEKICHHBIX MHU-
TOXOHJPHUSX.

11. «Crudicenue nozcrnowenus u ¢uyopecyenyuu
HAJH u @rasunos ( pragunmononykieomuoa u
@ragunadeHuHOUHYKIeomuoa) 6 Mumox oHOpUsx om-
paxcaem okucienue HAJ[H u soccmanoeénenue gaa-
eunog». Jlanexko He Bcerpa. Hampumep, npu cBs-
3BIBAHUU C JETHIPOTeHa3aMW KBAHTOBBIH BBIXOJ
dbmyopecienriun HAJIH Bo3pacraer, 4To co3maer
mwno3uto BoccranoBinennun HAJI mo HAJIH [7].
[Ipu Beixone pmaBuaMOHOHYKIeoTHaa 3 HAJIH-
JErHIpPOTreHa3bl MHUTOXOHIPHUH €ro MOIJIOLIECHUE
(mpu 450 HM) u QuyopecueHuus (mpu 520 HM)
pe3ko Bo3pacraer [12,13] u3-3a ycTpaHeHus BKJIaja
OTpakeHHsl cBeTa Ha MeMmOpaHax [5] m TUHHaneB-
ckoro runoxpomusma [14]. B pabGorax B. Uanca
U JIpYrUX aBTOPOB 3TO HE yUYHUTHIBAJIOCH.

12. «Mumoxondpuu umeiom 06e MmemOpaHvl —
HAapYJCHYIO U BHYMPEHHIOI». DTO BEPHO IS MU-
TOXOHAPUNA B KieTkax. Ho u30iuMpoBaHHBIE MH-
TOXOHAPUU OBICTPO TEPSIOT HAPYXHYIO MeMmOpa-
Hy [5], ecnu B cpene Her DJITA unm cyknuHara.
[Ipu KoMHaTHOHW TeMmepaType HapyxHasi MemOpa-
Ha pBerca M cneraer (B orcyrcrBue DJTA wnm
cykuuHata) depe3 10 muH. B xuBoi kieTke 3a-
POJBIIIEBbIE MOJIOJbIE NMPOTOMHUTOXOHJAPHUH JHa-
Merpom MeHee 0,2 MKM HE UMEIOT JABYX MeMOpaH
(cTaThs — B meYaTH).

13. Boccmanoenenue cyocmpamawu (HAHIH,
CYKYUHAmM U Op.) UCKYCCHMBEHHbIX AKUenmopos dieK-
MPOHO8 OCYUjecCmeaaemca ¢ ydacmuem ¢QiaeuHos,
Jrcene30-cepHulX Kaacmepos u youxurona». Hu ¢ma-
BHHBI, HU JKEJI€30-CEPHBIE KJIACTepPhl, HU YOUXHHOH
B 9TOM He 3ajeicTBoBaHsbl [11,15]. BoccranoBieHue
cyOctpatamu deppunnaHuga, AUXIOPPEHOIHHIO-
(deHoNa, TeTpaszoyus U APYTrUX aKIENTOPOB — 3TO
BBICOKOCKOPOCTHBIC TIYHTHI.

14. «Cmapvie mumoxonopuu 8 Kiemke nepesa-
PUBArOmMcs IU30coMamu». ITO JUIIb OJUH U3 MyTel
JleTpajlaliid CTapblX MHUTOXOHAPHUH, NpPUYEM OT-
HIOJIb HE CaMblil rJ1aBHBIA. B crienimann3npoBaHHbBIX
KJIETKaX XWUBOTHBIX (Mo3r, MBIOIIIBI, CepAUe, IIc-
YeHb) MHUTOXOHAPUU HNETPATUPYIOT 10 JUTOdYC-
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MUHOBBIX TpaHyn [16], KoTOpble HE YTUIU3UPYIOT-
cs, a OCTalTcsi B BHIE KJIETOYHOro Mycopa. B
HEKOTOPHIX opraHax (mMO4YKH, Jerkwe, GudpoodIa-
CTBI) CTapble MUTOXOHAPHUH JAeTpaiupyioT 0 MOCT-
MUTOXOHJAPUN — MOJIBIX cep AUaMETpoM 2—6 MKM,
KOTOpBbIe TUOO JTHU3UPYIOTCS C MOMOLIBI0 MpOTeas,
nubo BbIOpachIBalOTCA M3 KIeTku [3].

15. «Mumoxonopuu cneyuguuecku oxpawiuea-
fomcesi mumompexepom u pooamurom 123». MUTOT-
pekep u poaaMuH 123 He 00IamaOT CENEKTUBHO-
creio [3,7,8]. OHU OKpamuBalOT U MUTOXOHIPHH,
W aKTHHOBBIE HUTH, YTO CO3JAa€T HWIUIIO3UIO dYep-
BEOOpPa3HBIX MUTOXOHJAPHUHA MM THTAHTCKOW MH-
TOXOHJApUaIbHOHU ceTu. [Ipm 3TOoM momoOHBIE Kpa-
CHUTENW OOBIYHO TJIOXO NMPOHHUKAIOT B MHTAaKTHBIE
MHUTOXOHJIPUH, HO 3aTO XOPOIIO OKPAUIMBAIOT IO-
BpexaeHHble MuTOXoHApuu [17]. Cpenu ponamu-
HOBBIX KpacHTENIeH JINIIb SHYC 3eJeHbIi oOnamaer
XOpoluiei M30HPaTENbHOCTHI0O K MHUTOXOHAPHUSIM.
PeanbubiMH ke MapkepaMH MUTOXOHAPUN SABIA-
I0TCS CYIKIIMHATACTUIPOTEeHAa3a, oOHapyKuBaemas
M0 BOCCTAHOBJIEHHIO CYKIIMHATOM TETPa3ojus [0
¢bopmazaHa, OTKIAJAbIBAIONIETOCS BHYTPU MHTO-
xounapuit [3], a Takxe JHK, okpammuBaemas 3Tu-
IUyM OpOMUIOM.

16. «Obayuenue mMumoxoHOpuii c6emMoM Bbi3bl-
gaem ux nopyy». ITO BEPHO M HHTEHCHBHOTO
Y®-06aydyenus, Beaymero K MOBPEKICHUIO MEM-
OpaH u obpazoBanuto poronunodycuuna [16]. [Ipn
HEMHTEHCHBHOM OOJIydeHUU BHJIHMMBIM CBETOM B
MHUTOXOHJIPHUAX aKTUBUPYETCS MEPEHOC AIEKTPOHOB
n cuntes ATD [18].

17. «C nomowpwio (hrayopecyeHmHbiX 30HO08
MOJICHO 1€2KO U3MEPUMb MPAHCMEMOPAHHBIL NOM eH-
yuan». He serko. XoTs NOJIOKUTENBHO 3apskKEH-
HbIe KPACHTENH JCWCTBUTEIBHO CBS3BIBAIOTCA C
MHUTOXOHJAPHUSIMH JIyYIlle, YeM OTPHULATENHHO 3aps-
KEHHbIE, HO JEJ0 HEe B TPAaHCMEMOpPaHHOM IIOTEH-
nuane, a B HaJWYMM Ha HapyXHOM MOBEPXHOCTH
OTPHIIATEIHHO 3aPsKEHHBIX (ochomunumaoB u Oern-
koB. IIpu 3TOM NOBpEXIEHHBIE MUTOXOHAPHUU CBSI-
3BIBAIOT TOpa3go OOJIbIlIe KpacuUTess, YeM Hemo-
BpexaeHHbie [17].

18. «Bo enympenueii membpane umeiomcs che-
YUuanvHvle nepeHoCcuuKy 0 cyocmpamos: CyKyuHam-
mpanciokasa, AHJD-mpancioxaza, HAJH-mpanc-
aokaza u m.0.» CyIIecTBYIOT JU TaKue TPaAHCIO-
Ka3bl B KJETKE — BONPOC CIHOPHBIA, HO H30JHUPO-
BaHHbIE MHUTOXOHAPHWHU OO0JIaal0OT BBICOKOW MpPO-
HUIIAEMOCTbhIO, HANpUMeEp, MJIS CyKLIIMHaTa, KOTO-
PYIO HEBO3MOXXHO OOBSACHUTH NepeHocuYrKoM [19].
B runoTonuveckoil cpene NpoOHUIIAEMOCTh MHOTO-
KpaTHO Bo3pacraer, nmpuueM npaxe ana HAJH.
Tpancnopt cyOCcTpaTOB BHYTPh MHUTOXOHJIPHH B
CYCIIEH3UHU MPOUCXOIUT IPOCTO MO TPaANUEHTY KOH-
IICHTpAIUii W3-3a HAJIWYWs B HapyXKHOU MeMOpaHe
KPYIIHBIX MOpP, & BO BHYTPEHHEHW — MEIKHX JWHA-
MHYECKUX HecTenn(pUIeCKHX KaHaJIOB. DTOT MPO-
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[[ecC HU4YeM HE OTJIMYaeTcs OT TPAHCIOPTa BHYTPb
UCKYCCTBEHHBIX AaKIENTOPOB W KpacuTeleH, ams
KOTOPBIX YX TOYHO HE CyLIeCTBYeT B MeMOpaHe
HUKaKHX CIEHUAJbHBIX TPaHCHOPTEPOB.

19. «/[na cozdanus mpancmembpanno2o nomen-
yuana uz Mampukca 3aouparomcs mpu c80000HbIX
npomona». Hukakux Tpex «cBOOOIHBIX» MPOTOHOB
B MaTpPUKCE HET, TaK KaK MPOTOHHI CBSI3aHBI OY-
dbepom. Ecnm paccuuTaTh KOJHUYECTBO HPOTOHOB
BHyTpHu cepbl nuamerpoM 1 MKM, aHAJIOTUYHO
ToMy, Kak 310 caenan A. Jleaunmxep mis E. coli,
TO TOJYYUTCS Bcero aABa mnpoToHa. [Ipu sTom
NPOTOHBI JOJDKHBI OpaThcs HE W3 MaTpHUKca, a U3
cybcTpara, Kak 3TO MPaBHIBHO yKa3aHO B HCXOJI-
HOM MuTUYennoBckoi cxeme [20]. DmekTpoHBI pe-
albHO TPAHCIOPTHUPYIOTCS BAOJB IIEMH, a TPOTO-
Hbl — HeT. [IpOTOHBI BBICBOOOXKIAIOTCS M3 CYO-
CTPaTOB Ha JeruaporeHas’ax, a 3a0uparTcs u3
Oydepa HIUTOXpPOMOKCHAA30M, YTO JaeT MO HUM
HyJleBOH OaJiaHc.

20. «/ns oxucnenus HAJH 6 nepgom xomnnexce
ObIXamenvHou yenu HeobX 00uMvl PraBUHMOHOHYK-
J1eomuo u oicenezo-cepuvie kaacmepvl». He ¢pakt.
MHorue aerujiporeHasbl (aJKOTOJbJErHIpOTeHas3a
U JIp.) HE UMEIOT HU (IABUHOB, HH KeJe30-CEPHBIX
knacrepoB, HO okucisiaroT HAJIH. IIpu nomeme-
HUHM MHUTOXOHJPHI B BOAY M3 HUX «BBIBAIHBAETCS»
Bech  (maBUHMOHOHYKJIeoTHa [7,12], omHAKo
HAJIH npexkpacHO OKUCHSETCS, IPUYEM ATO OKHC-
JICHHE TOJIHOCThIO OJOKHMpyeTcs pOoTeHOHOM [19].

21. «Koeoa-mo ma 3ape s6omoyuu aspobHvie
baxmepuu GHEOpUIUCL 8 NPOMOKIEMKY U Hpeepa-
munuce 8 mumoxouopuu». Mamosepostao. JHK
adpoOHBIX OakKTepuil BECUT MIJLIMOHBI JallbTOH,
a JIHK murtoxonapuit — Bcero 16 xuno6a3. boiee
BEpOSITHO, YTO BHeApmiack He Oakrtepwms, a JJHK-
collepKaIuii BUpyC mim (ar.

W3 Bcero BEINIECKA3aHHOTO MOXHO CHENATh
OJMH TJIaBHBIH BBIBOJ: IPH MCCICAOBAHUU MHUTO-
XOHAPUH, KaK J000TO CI0XHOTO 00BEKTa, HEOO-
XOJIUMO OBITh OCTOPOXKHBIM, HY)KHO CTPOTO JIOKa-
3bIBaTh aJCKBATHOCTh HCIOJIB3YEMbIX METOJIOB U
OCO3HAaBaTh TPAHUIBI HMX NPUMEHUMOCTH, a HE

BEKIINH

BbBIAYMBIBATh 0e3 OCTpOfI HCO6XOI[I/IMOCTI/I BC€ HO-
BbIC WU HOBBIC CYHIHOCTH.
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The most common myths about mitochondria are summarized and the author’s alternative inter-

pretation is given.
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