3Heprum

O6MeH BellecTB obecneymBaeT XXU3HeaeAaTeNbHOCTb, POCT U

pasBUTME Yepes npeobpasoBaHNe SHEPTUM. §

O630p: 06MeH Bell,ecTB U Npeobpa3oBaHue @
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BeBepeHue: 3HayeHne oomeHa
BeLLLeCTB U 3Heprun

MeTabonn3sm oobeiMHSET BCE NPOLIECChI MOrfoWeHus,
TpaHcdhopmMaLnm N UCNOSIb30BaHUA BELLLECTB U SHEPIUKN B
KNeTKax opraHM3ama, obecnedmBasi CTabUbHOCTb U afanTaLmio K

YC/TOBUSIM Cpefpbl.




Kata6onusm n aHa6onusm:
iBe CTOPOHblI MeTabonu3ma

KaTtabonnam npeacraBisieT coboi pasnoxeHune
CJIOXKHbIX OpraHNYecKux BeLLLEeCTB 0 NPOCTbIX
coeMHEHNI C BblaeNeHUEM IHEPruy,
HeobxoaMMOW ANA XU3HedeaTeIbHOCTU KIeTOK.

@ AHab0/M3M — 3TO NOCTPOEHME CNOXHbIX MONEKYS
N3 NPOCTbIX KOMMNOHEHTOB, TPEOYIOLLINIA 3aTpaT
3HEepruun, n obecneymBaeT PoCT U BOCCTAaHOBJIEHUE
KNEeTOYHbIX CTPYKTYP.




OCHOBHbI€ TUMNbl 06MeHa BeLL,EeCTB B XXUBbIX OpraHMu3mMax

[eTepoTpodbl NOMYyYaOT SHEPTUIO U OPraHuUKY, NOTPebsaAa roToBble
COoeZIMHEHNN U3 OKPY)KatoLLLen cpefbl, YTO obecrneymBaeT Ux
aHepreTnyeckne NOTpebHOCTH.

ABTOTPO(Mbl CUHTE3UPYIOT OpraHNYecKune BellecTBa ns
HeopraHM4YecKunx, UCNOJb3yss AHEPrnto COJIHEYHOIro CBETa B
(DOTOCUHTE3E NTIMOO XUMNYECKYHO SHEPTUIO — NPU XEMOCUHTESE.

CTpaTerum nosy4yeHust aHeprum BKAYaroT (OTOCUHTES,
XEMOCUHTE3 U reTepoTpodHOEe NNUTaHne, pasnnyaroLlimecs no
NCTOYHUKAM KN criocobam rnpeobpasoBaHUA SHEPTUMN.




Posib MUTOXOHAPWUUN B 3HEpPreTUYEeCKOM

MI/ITOXOHAPI/II/I KaK SHepretn4yecKkue CtaHuuun
KNeTKU

MUTOXOHAPUN OCYLLLECTBAAIOT adpObHOE AblXaHue,
npespaw,asd NPoAyKTbl NMTaHUsA B aHepruto AT®. OHu
copepxaT cob¢cTBeHHYo [IHK, 4TO roBopuUT 06 nx
9BOJTIOLMOHHON HE3AaBMCUMOCTU U cneynannsmpoBaHHOU

DYHKLUNW.
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Cno)XHbIn npouecc AbiXaHuUA B

MUTOXOHAPUAX

BHYTpU MUTOXOHAPWIK NponucxoanT uukn Kpebéca u
AblxaTesibHasa Lenb — nocnenoBaTtesibHOCTb peakLumi,
obecneynBatoLlas MakCUMasbHbIN BbIXO[, 3HEPIUN U
YXW3HEHHO Ba)XHble NPOAYKTbI KaTabonmama.




Oco6eHHOCTM NNacTu4YecKoro oomMmeHa

[ThacTuyeckmim obMeH obecneymBaeT BUOCUHTE3 aMUHOKUCHOT,

6eJ'IKOB, amnnaoB KN yrnesoaoB U3 MPOCTbIX MOJIEKYJ1, CO3aBas
MaTepualibl gnd KNeTo4yHoro OOHOBJ1EHUS.

[Ons aHabonusma Tpebyetcs aHeprus AT®, bepMeHTbI U

KO(I)epMEHTbI, KOTOpPbIle YyHaCTBYHOT B CJTOXXHbIX XUMUYECKUX
peaKunAX CUHTE3a.

[lonyyeHHble MONEKY/Ibl UCMONb3YHOTCA AJ19 PereHepaunmn TKaHen,
pPOCTa opraHmaMa u noggep>xaHus GyHKLMN KIETOK 1 OPraHoB.




JTanbl 3HepreTUYeCcKoro ooMeHa

OcHOBHble cTagnm KaTabonmsma ot rmAapoJsin3a Ao AblXaHUA



[MuKonNn3 — nepBbin 3TanN aHepreTUYecKoro &
obMeHa

1

[ NTNKONU3 NpoTeKaeT B | e ™ o OH aBnaeTcsa yHMBepcasbHbIM
LUTOMMa3Me BCex KNeToK, WPk T .y & . 3TanoMm, BaXXHbIM ANA
pacLlennss rnoKosy 4o ) = e ad9pPOOHbIX N aHAa3POBHbIX
nupyBaTa n obpasys 2 ATO u 2 . 4 . " | B OpraHu3MoB, obecneymnBas
NADH. 3TOT NyTb He 3aBUCUT Lol o : S SHEPrUto N NPOMEXYTOYHbIE

OT KMucnopopa. | P R MeTabosnnTbI.




[lbIxaTenbHasa uenb n obpasosaHue ATO

I Buipa6otka AT® Ha pas3nnMyHbIX 3Tanax AblXaHus

35
[lbixaTenbHas uenb npoayumnpyer
HaunobonbLiee Konnyectso AT, 30
ncnonb3ya aneKTpoHbl 0T NADH um
FADH2 pna cMHTesa aHeprum. 25
20
15
10
@ OcHOBHOM BKaj, B aHepreTnyeckunm
6anaHC KJIeTKMU obecrneynBaeT 5
OICNignERge Gochopinuposatie B I I
MUTOXOHAPUSAX. 0

[ nnkonns Linkn Kpebca [bixatensHasa uenb

Bbunoxumunyecknu cnpaBoYHuK, 2022



Ponb ¢pepMeHTOB AbiXxaTeNbHbIX NyTEW

KaTanasbl appeKTUBHO pasfaratoT Nepekncb BoAoOpoaa,
npenoTBpallasa NoBpeXaeHUsa KIeTOK OT OKUC/TUTENNbHOIO
cTpecca. A

OkcuAaasbl CNOCO6CTBYHOT MEPEHOCY 3/IEKTPOHOB K
Kucnopoay, 3aBepluas Lernb 1 criocobcTBysi 06pa3oBaHuto
BOZbl B KNNETOYHOM JibIXaHUW.

[lernaporeHasbl y4acTBYIOT B OKUC/IEHUM CYOCTPATOB,
o6ecneymBas BblJesieHne 3/IEKTPOHOB AJ1S AbIXaTeIbHOM

3PPEKTUBHOE NOYyYEHMNE IHEPTUN U 3aLUNTY KNETKN OT
TOKCUYHbIX COeAUHEHUN.
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Lenu.
CoBMecTHas paboTa aTux pepMeHTOB obecneymBaeT @



Ocob6eHHocTH UuKna Kpebca

Linkn Kpebca nponcxognt B MaTpPMKCe MUTOXOHAPUN U
BKJ/IFOYAeT BOCEMb (pepMeHTaATUBHbIX peakLui, KoTopble
nocneaoBaTenbHO nNpeobpasytoT aueTun-KoA, obecneymBas

aspoObHOEe OKUCNEHuUe.

B pesynbTaTe peakummn obpasyrotcs gee monekynbl CO2,
BoccTaHoBeHHble kopepMeHTbl NADH 1 FADH2, a Takxke
aHeprusa B Buae GTP nnn ATP, Heobxoanmblie ans
AanbHEeNLWnNX NpoLLecCcoB KIeTOYHOro Metabonmama.

OTOT UNKN 06beAMHSET KaTabon3M yrieBooB, XXNPOB
n 6enKkoB, obecneynBas apheKTUBHOE NOJTyYeHUNe
3HEPrnn n CUHTE3 BMOMOJEKYN ANA NoAAEP)KAHUS
XXU3HEHHbIX QYHKLNNA.
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KoHeyHble NpoAYKTbI
3HepreTU4YecKoro oomMmeHa

Yrnekucnbli ras, o6pasyroLwmncs B npouecce
OKUCNEHUS, BbIBOAUTCA AblXaTe/IbHON CUCTEMOMU,
a Bofa yaanseTcs Yyepes opraHbl AblXxaHUsA U
NOYKW, Noaaep>XxmBas BOAHO-CONEBON 6anaHce
opraHusama.

@ A30TUCTble KOHEYHbIe NPOAYKTbI, TaKMe Kak
aMMWaK 1 MOYEBUHA, BbIBOAATCH Yepes MNoYKu ¢
MOYOI1; BMECTE C TenJIoM ux obpasoBaHune
CNOCO6CTBYET NoAAepXKaHUO CTabUNbHOro
BHYTPEHHEro COCTOSAHMA.




e
ATO — KnouyeBOU NEPeHOCUYUK IHepPrum \ A

OcHoBbI CTPYKTYpPbI U PyHKLUUU ATO Ponb AT® B KNneToyHoM MeTabonuame
AT® copepXXuUT Makpoaprnyeckune gocdartHble CBA3WN, EXxeaHEBHO B OpraHn3mMe B3pOC/1I0ro YyesioBeka

KOTOpble Npu pacLuensieHnn BbiAeNaT 3Ha4YnTeNbHoe CUHTe3upyeTcs n pacnagaetcs okono 40-50 kr AT®, uyto
KOJINYECTBO IHEPIUN. ITOT SHEPrOEMKMUU MPOLIECC CNYXUT obecrneymBaeT NOCTOSIHHOE CHAbXeHUEe KITETOK SHEpPruen
OCHOBHbIM UCTOYHNKOM AJ18 60/1bLLUIMHCTBA BUOXUMUNYECKUX ONA nogaep)XaHua XXnusHeneatelbHOCTU U perynaunm
peakuun U GYHKLNN KNETKMU. NpoL,EecCcoB.
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MexaHu3mbl perynsiuum obmeHa BeLLecTB

[OPMOH MHCYNUH PeryinpyeT ypoBeHb M1HOKO3bl B KPOBM,
CTUMYNTUPYSA CUHTE3 MIMKOreHa, YTO CHMXKAET KOHLEeHTpaL Mo
caxapa rnocne npméma nuLLu.

TUPOKCUH ycKopsieT 6a3anbHbI METAab0IN3M, NOBbILLAs pacxoq
9HEPrnm B COCTOSIHMKM MOKOSA U CNOCOBCTBYA aganTaumu
OpraHmMamMa K USMeHEeHUSAM OKpYXKaroLlen cpegbil.

AJlpeHanuH aKkTUBUPYET KaTabosnm3M rMMKoreHa u Moomnmayer
3HEpPruto Npu CTPECCOBbIX CUTYaLUSAX, @ HEPBHAA CUCTEMA U
(hepMeHTHbIe MeXaHN3Mbl 06ecrnevynBaloT TOYHYHO Perynsaunto
NPOLIeCCOB.
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[lpeobpa3oBaHune aHepruun: atanbl U Gopmbl

AT® 3aTeM Ucnonb3yeTcsa A1 MeXaHU4YeCcKomn paboThl
MblLLIL, 0O6ecrneynBasa ABMXXEHUE N NOAAEP)KAHNE TOHYCA
TKaHewn.

XnmMmuyeckaa aHeprus, 3anaceHHas B nNuTaTesbHbIX
BellecTBax, Npeobpasyetcs B Moniekynax ATO, aBnaromnxcs
YHUBepCcabHbIM 3HEpPreTu4eCKUM NocpegHNKOM B KJleTKax. 2

YacTb aHepruu npespallaeTcs B TEMNOBYIO, UTPaIOLLYHO
Ba)XHYIO poJSib B NoAAep>KaHUM NOCTOSAHHOM TeMMepaTypbl
Tena v TepMoperynsauunu.

NEeNCTBUA KNETOK, obecrneymBaeT rnepenadvy HepBHbIX
UMMyJ1IbCoOB N KOOPAUHaALUNKO XXUSHEHHO Ba>XHbIX (I)YHKLI,MI?I.
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SﬂeKTpI/ILIeCKaFI dHEpPrmnd, BOSHMKaroLWad npu noTeHunasiiax @



Ponb OCHOBHbIX NULLLEBbIX BELLLECTB

Yrnesoabl u XXUPbl. UCTOYHUKU SHEpPruun

YrneBoAbl ABNAKOTCA ObICTPbIM M OCHOBHbIM UCTOYHUKOM 3HEpPrumn Ans
OpraHmM3ama, Ierko pacllenngasach A0 roKo3bl. XXupbl obecrnednBatoT
ONUTENbHbIN 3HEpPreTM4YecKnin 3anac u y4acTBytoT B POPMUPOBAHUMK
KNETOYHbIX MEMOPaH.

Benku: ctpouTenbHbIN MaTepuan u peseps

benku cnyxaTt pyHaaMeHTOM A/19 06pa3oBaHUA TKaHeN 1 pepMeHTOoB. B
3KCTpPeMasbHbIX YyCNoBUAX AeduLmnTa yrneBogoB 1 XXMPOB MOTyT
MCMNOJIb30BaTbCA KaK UCTOYHUK SHEPrUK, obecrnevmBas nnacTu4yeckme

OYyHKLNMN.
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dakKTopbl, BusioLLe Ha 06MeH BeLLLecTB

Bo3pacT BnnsaeT Ha MeTabonn3M: ¢ rogaMmn o6MeH BeLLLecTB
3aMeasisfieTcs, YTo CBA3aHO C YMEHbLUEHMEM MbILLIEYHOWN MacChbl U

N3MEHEHUAMU TIOPMOHAJIbHOIO CI)OHa.

[lon nrpaet posib: y My>XUYMH O6MEH BeLLLECTB 0ObIYHO BbliLLIE 3a
CYET 60JIblUEN MbILLEYHOWN MACCbl U pasinynim B ropMOHasIbHOM

6anaHce.

dunsnyeckan akTUBHOCTb, HacneACTBEHHOCTb, KIMMaT, MUTaHUE U
COCTOSAHME 3HAOKPUHHOWN CUCTEMbI 3HAYNTENbHO BAUAIOT Ha
CKOPOCTb U XapakKTep MeTabo/IMYeCcKnX nNpoLLeccoB B OpraHnu3Me.
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HacnepctBeHHble 6051e3HU 06MeHa BelleCcTB

PeHnNKeTOHYpUS BOSHUKAET N3-3a OTCYTCTBUSA (DEPMEHTA,
pacuiennswouero GeHnnanaHnH, YTo NPUBOAMUT K ero
HaKOMNEHUIO U HapYLLUEHUIO NCUXNYECKOIro pasBUTUSA NPU
OTCYTCTBUU Tepanuu.

bones3Hb [MpKe — MMKOreHo3, XapakTepusyeTtcs
HapyLleHneM pacLiensieHna u 3anacaHua rnmkoreHa B
neyeHu, Bbi3blBaa rmnorinkemMumio u yBeJIM4eHHYHo neyeHo.

[@anakTo3eMuns cBA3aHa C AePUUUTOM PEPMEHTA,
y4yacTBYHOLLLEro B MeTabosIM3Me rasiakTo3sbl, YTO TpebyeT
CTPOron AneTbl ANA nNpeaoTBpaLleHns TSXeNbIX
OCJTIOXKHEHUI U NOBPEXJEHUS OPraHOB.
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[MaTonornn o6mMeHa BeL,ecTB: NpuMepbl U NpopunakTnKa

O)>XupeHune pasBunBaeTCa BCreacTeme gucbanaHca mexay
noTpebneHneM n pacxoom saHepruun, NpUBOANT K PUCKY cepaeyHo-
COCYAMUCTbIX N MeTabonnmyecknx 3aboneBaHuin.

CaxapHbI gnabeT xapaKTepusyeTcs BbICOKMM YPOBHEM [J1HOKO3bl
B KPOBMU N3-3a HeJOCTaTKa UInN HapyLLUeHUst AeENCTBUSA UHCYIUHA,
TPeOYHOLLMM KOHTPONSA MUTaHUA U MeAMKaMEHTO3HOWN Tepanuu.

MNOTMPEO3 CHMXaeT OCHOBHOW 06MeH 13-3a Aedbuunta
TUPEOUAHbIX FOPMOHOB, YTO BbI3bIBAET YCTANIOCTb, yBEIMYEHNE
Beca W 3amMepJ/ieHne npoLeccoB o6MeHa B opraHu3me.
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3HauyeHue obMeHa BeLl,eCcTB U IHeprum Ans
YXXU3HU

O6MeH BeLEeCTB U 9HEPreTnKa ABNAOTCA OCHOBOW BMONTOrMYECcKuX
NnpoLieccoB, obecrne4ynBas pocT, afanTaLuto U XXU3HEeAeATeNbHOCTb
opraHmama. Ix noHMMaHue BaXkHo A1 340pOoBbs, MeAULNHbI U HAaYKU B
LieJIOM.
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