YrneBogHbiu obmeH (llI): oCHOBHbIE
3Tanbl NOSIHOrO a3pPOOHOro OKUCNeHns
rMOKO3bl, XapakTepuUCTuKa;
3HepreTn4yeckasa ueHHoctb MAOI

[TyTn npeBpalleHns
MHbIX reKCO3 B ITIHOKO3Y.
[[anakTosemuu.



OcHoBHbIe 3Tanbl [NTAOIN
]

e 1. [ NMKONM3 Cc NnocneayrLwmm
npeBpalleHmnemM 2 Monb faktaTta B 2 MOJb
[1BK 1 yenHo4YHbIM TpaHCNopTOM NPOTOHOB B
MUTOXOHOpPMUIO(ManaT-acnapTaTHbIN YENHOK)

o 2. OKncnuTEnNbHOE AekapboKkCcMMpoBaHme 2
MOJS1b NUpyBaTa B MUTOXOHAPUAX C
obpasoBaHuem 2 mornb aueTunCoA



OcHoBHbIe 3Tanbl [NTAOIN
]

o 3.CropaHue aueTurnbHOro octaTka B LUKIe
Kpebca (2 obopoTta umkna Kpebca)

e 4. TKaHeBOE OblXaHWUEe W OKUCNUTENbHOE
doocopunmnpoBaHme: NCNONb3YHTCH
HAOH*H" n ®A[H,, reHepupoBaHHbie B
umkne Kpebca, okncnutensHoMm
nekapboKkcunmpoBaHuu nupysaTa u
nepeHeceHHbIe C NOMOLLbIO ManaTHOro
YyenHoka 13 umMTtonnasmbl



JTanbl Katabonuama Ha npumepe NMNAOI

o [Nnkonns, pabota manaTHOro 4YesriHokKa,
OKUCNUTenbHoe AeKapboKcunmpoBaHne
nupyBarta — npumMep MexytTodHoro oomeHa (|l

aTan)
o Llnkn Kpebca — Ill atan

e TKaHeBOe OblXaHWE U COMNPSAXKEHHOE C HUM
oKucnutenbHoe pocdopunmposaHune — IV
aTtan (MuUToxoHapuarsrbHbIN CUHTE3 ATO)



KnouyeBble coegnHeHUsA B ooOMeHe
rMIOKO3blI

e 1. 13 rmioko3bl obpasyetca nupysaT (2 MOsb)
o 2. I3 nnupyBaTa obpasyetcs auetunCoA

Bcero n3 1 Mmornb rmoKo3bl MOXeET ObITb
nony4eHo 2 mosb auetunCoA.



KnouyeBble coegnHeHUsA B ooOMeHe
rMIOKO3blI

[1BK Kak kn4yeBoe coeanHeHne Bcerga
obpasyeTca 13 rMoKo3bl, a JanbHenliee
npeobpasoBaHmne B aueTunCoA BO3MOXHO
TONbKO NP MUTOXOHApPWarNbHOM npouecce

[ToaTomy npuHATO cunTaTth [NBK KnoyeBbIM
coeaneHmnem, obpasyrommecsa 13
MOHOCaxapoB



OkucnurtenbHoe
nekapobokcunupoBaHue NBK

e [lpoTEKkaeT B MUTOXOHOPUAX, C y4acTuem 3
depMeHTOB U 5 KObePMEHTOB,
00beaNHEHHbIX B MyNbTUEPMEHTHbLIN
KOMMNJIeKC nupyBataerngporeHasbil

e MynbTOEPMEHTHBIE KOMMIMEKCHI — 3TO
MeMOpaHOCBA3aHHbIE PEPMEHTHI,
nocriegoBaTteribHO nepegaroLime

MPOMEXYTOYHbIV NPOAYKT APYr Apyry, 4O
obpa3oBaHMA NMOMHOro NPoAyKTa NyTu.



E S m’cd:itgom



OkucnurtenbHoe
nekapobokcunupoBaHue NBK

e B xoge pabotbl MOK npomMexyTouHble
NPOAYKTblI HE YXOOAT B cpeny, No3Tomy
npouecc UaeT ropasao bbicTpee.

e MO®K nunpysargerngporeHassbl fiokann3oBsaH
Ha BHYTPEHHEW MeMbBpaHe MUTOXOHAPWUN, Ha
KpuUcTax, obpalleHHbIX B MaTPUKC.

e HapylweHne mmntoxoHgpuanbHbIX MembpaH
Bbi3biBaeT rmoens MOK
nupysataerngporeHasbl



Mitochondria Inner Structure

Inner
Membrane



CoctaB MO®K nupyBataerngporeHasbil

o ®depMeHTHI o KodepmeHThl

1.MNnpyBatgerngporeHasa 1. TwammHnmpodocdart (TIP) —

2. durnaponunonn- Npon3BogHOE BUTaMMHA B1

TpaHcaLueTunasa 2. Jllnnoesas kucrota
(auetTunTpaHcdepasa) 3.0A] (nponssogHoe

3. Qurngponunownn- BUTaMuHa B,)

neryaporeHasa 4. HAL™ (npomssoaHoe
(DernaporeHasa BUTamuHa PP)

aurngponunoeson kucrnotol) 5. HSCoA (npownsBogHoe
NaHTOTEHOBOW KUCMOTbI)



[lpocTpaHCTBEHHasA XapaKTepucTuka
KoMMnJriekca

B kaXXabl KOMMEKC BXOAAT:

12 AuMepHbIX MONEKyn nupysaTtaerngporeHasbl u
TaKoe Xe KONn4ecTBO MOSEKYI
TnamuHnupodocdara

24 Mmonekynbl aueTunTpaHcdepasbl

6 OAMMepPHbIX MONeKyn agerngporeHassbl
anMrnaporimnoeBon KUCMOThI

O6wasa macca komnnekca: 4*10° kda — 370 oYeHb
KpyrnHas yactuua



CymmapHoe ypaBHeHue pabdbotbl MOK
nupyBaTtaerngporeHasbl

[Mupyeat +HAD"+HSCoA—AuetnnCoA
+HAOH*H"+CO,

Nanee auetnnCoA naet B uukn Kpebca, a
HAIOH*H" B TkKaHeBoe gbixaHue



[NetanbHaa cxema padbotbl MOK
-

e 3HaHWE 3TON CXeMbl OOBbSCHAET BbICOKYIO
3aBUCUMOCTb YrneBOAHOro obmeHa oT
TnamuHa (ButamuHa B1), pubodpnaBuHa
(BuTammHa B2) " HUKOTUHOBOW KUCIOThI
(ButammHa PP)



[NetanbHaa cxema padbotbl MOK
-

o Okucnenue nupysata o auetnnCoA u
obpasoBaHue cykunHuUnCoA 13 a-Kektornyrtapara
NpoOTEeKaET NMPaKTUYEeCKN NOEHTUYHO, TONbKO NepBbIN
depMEHT KOMMeKca Ha3blBaeTCH
KeTornyrapaTtaerngporeHasa

o Peakunmn okmcnmTenbHOro AekapbokcnnnmpoBaHusa a-
KETOKUCIOT OOBACHSIIOT BbICOKYIO MOTPEOHOCTb
TKaHen, boraTbiX MUTOXOHOPUSIMUN, B NMUNOEBOM
Kncnore
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PacuyeT 3aHepreTn4yeckom LeHHOCTHU
NMAOI no aTtanam

[mnkonus — 2 AT® (cybectpaTtHoe
doocdopunmpoBaHue)

ManaTtHbIn YyenHok — 2 HAOH*H™=6 AT®
OkucnutenbHoe aekapbokcunuposaHune 2 mornb [BK
— 2 HAOH*H"=6 AT®

Linkn Kpebca (¢ yuetom T n OP) — 12*2=24 monb
AT npu cropaHum 2 aueTunbHbIX OCTaTKOB

NTOIO: 38 monb AT® npu nonHom cropaHumn 1 morb
[THOKO3bl



Perynauuna pa6otbl MOK
nupyBaTtaerngporeHasbl
S

e WVHrmbuposaHue o AKTMBaUUA

ATO ALD

LuTpar [ NOKO30-6-dbocdpar
AuetnnCoA ®pykT030-1,6-andpocdar

HAOH"H+



[opMOHanbHasA perynauus
]

e NHcynuH — mowHbIv aktnBatop NAOI

o CTUMynupyeT Bce 3Tanbl a3pobHOro
OKNCNEHUS

o AKTMBAUUSA KaK Ha YPOBHE TPaHCKpUMLUUN
reHOB, TaK U C NCMOJIb30BAHNEM KaCKaaHbIX
MexXaHU3MOB AJ15 annocTepmnyeckon
aktTmBauum pepmeHToB NAOI



[lpeBpaLwieHne rekco3 B rMOKO3Yy
c-

o [lna sHepreTnyeckoro oobMeHa Ba)kHee BCEro
nony4nTb rnoKko3dy. [1oaToMy B KNneTkax
cylliecTByeT Habop pepMeHTOB,
npeBpaLlaoLLnX NHblE TEKCO3bl B MTHOKO3Y
NN NPOMEXYTOUYHbIE NPOAYKThI
[MNKOSNTMTUYECKOTO MYTW.



Mcnonb3oBaHMe MAaHHO3bI B
3HepreTu4eckom obmeHe

o MaHHO3a pocdopunmpyertcs
[[EKCOKMHA3OW c obpasoBaHmnem
MaHHO30-6-dbocdaTa

e C nomouwbto POCOPOMAHHOUNIOMEPASDI
npeBpallaeTca BoO PYyKTo30-6-dpocdar

o ODObIYHO Oanee dppyKkTO30-6-pocdar naet B
KITHOYEBYHO peakuuto rmmkonmsa u
npeBpaLllaeTcs Bo QpyKkTo30-1,6-gudpocdar






Ucnonb3oBaHue ppyKTO3bI B
3HepreTu4eckom obmeHe

e ®pykTo3a c nomoubo FEKCOKMHASDI
npeBpallaeTca BoO PpPYyKTo30-6-dpocar

o [lanee cnepnyet npeBpalleHmne BO
dopykTO30-1,6-andpocdart ¢ NOMOLLLIO
docdhodpyKkTOKMHA3LI (HEOOPaTUMas
peakuua rnmkonnsa)



[lpeBpalLleHne ranakrosbl
o]

e CymMMmapHOe ypaBHEHUE:

2 ranakto3a+2ATO+YTO—-Yd-ranakro3a+rnoKko3o-1-
dochar+PPi+2A0D

o 1. [anakToknHasa gaet ranakro3o-1-dgocdar,
NO3TOMY NpAMas n3omepmsaumnsg HeBO3MOXHa

o 2.C yyactnem YTO® u doepmenTa Y O-
ranaktosonunpodocdopunasbl obpasyerca YOP-
ranakrosa



[lpeBpalLleHne ranakrosbl
o]

o 3. Y[d-ran npespawjaerca B YAD-rnto ¢
ydacTtmem annmepassbl

e 4. Y®-rnio c nomMmouwlbio ranakrosodgocdar-
ypuaunTtpaHcdepasbl nepegaeT octaTtok
YO® Ha HOBYIO MOMEKYNy ranakro3o-1-
docdhaTta, a cama npeBpaLlaeTcd B
[MOKO30-1-cpocdpar



[anakrozemus
1

o [ledeKT reHa ranaktosodoocdar-
ypungmntpaHcdepasbl — camas YacTas
NpUYMHa ranakTo3emMmm



[anakrozemus
1

e [lpn BONBLLIOM NOCTYMNMEHUU ranakTo3bl
HakannmMBaeTCH ranakrosa 1 ranakroso-1-

doocdoar.
e /13 HMX nerko obpasyeTcs CNNpPT ranaxkTUTorn
(OynbuUWUT), HapyLwarLwnum MMenmnMHoBbIe

CTPYKTYPbI



o [lockonbKy peyb naeT o BpoXxaeHHoM 3aboneBaHunu,
TO haKTUYECKN AYNbUUT HApYLUAeT MUENUHU3ALNIO
LIHC 1 HapyLleHWe YMCTBEHHOIo pa3BUTUS

e 50% MOHOCaxapoB, NOCTyNaKrLWMX C MOJTOKOM B
opraHn3m mrageHua — 3T0 ranakroasa.

e Ecnun HapylweH nyTb npeobpasoBaHUs ranakTosbl B
rnoko3y, To Ha 50% cHWxaeTcs aHepreTuyeckas
LlEHHOCTb MOIMOKa, pa3BMBAETCH MMNOrNMKEMUS,
OONONMHUTENBHO NoBpexaatowast Mo3r pedbeHka



I[InarHocTUKa ranakrosemumu

1. rmnornukemms Yepes 1-2 yaca nocrie KopmMmneHus
MOJIOKOM; MOTYT ObITb CygOpOru

e 2. B MOYe Npu 3TOM + peakuna Hunangepa

3. B KPOBM MPUCYTCTBYET rariakrosa rnocrie
KOPMJ1IEHUSA MOJTOKOM B KONM4YeCcTBe, CONOCTaBMMOM

C YPOBHEM [MHOKO3b

4. npn XxpomaTtorpadum B Mmoye obHapyXnBarTcs
ranakrosa un ranaktuton (4ynbumr)



JleyeHUe ranakrozemumun
7

o [locne noctaHoBKM AnarHo3a pebeHka
KOPMAT crneuuarnbHON CMeCbio, He
cogepxallien HU NakTo3bl, HXU ranakTosbl

o [lo mepe pocTa pebeHka aneTa
pacLUMpsIETCS, HO NPOAYKTbI, coaepXxallme
ranaktosy, He gatot Ao 12-14 nert

o Ecnun omnarHos Obin noctaBrneH BOBPEMS,
pebeHOoK BbipacTaeT npakTU4eCcKkn 340Pp0BbIM



[lpossBNeHus ranakroleMmuu
o]

O O O e

1. CTeneHb gedekTa reHa ranakro3odgocdar-
ypuamnntpaHcdepasbl MOXET CUITbHO BapbUpoBaThb, MO3TOMY
YPOBEHb ranakTto3bl, ranakto3o-1-gocdgarta u aynbuuta Takke
OblBaeT pasHbIM

2. Yalle Bcero BcTpeyaroTcs:
NOMYTHEHMNE XpYyCTanuka (KkaTapakTa) B AeTcTBe
YMCTBEHHAsi OTCTanocThb (OT JIerkon 40 KpanHe TSXKenomn)

YBennyeHue pasmepoB rnevyeHun (renatomeranms) n passmtue
TOKCMYeCKoro renaTturta (4eucteune oynbuura)

CynopoXXHble npunagkn, odbIMHO CBSI3aHHbIE C YNoTpebrieHnem
ranakTo3bl UNX NaKTo3bl






