OOLwan kapTHa: oomMeH
BellecTB U
npeobpa3zoBaHue
3Heprum B KreTkKe

OOMEH BeLecTB — OCHOBA XXU3HMU,
pocTa U 9Heprun ansg opraHmMama
nogpocTKa.




UcTopuyeckne ocHO MeTabornunima

B XIX Beke Teogop LLIBaHH BnepBble chopmMynmpoBan
NOHATUEe OO6MeHa BeleCTB, YTO a0 Hayaslio COBpeMeHHOU
OUnoXMmMmnm n meguumHe. Cenyac Metabonnsm UsyyaroT 44

OVArHOCTUKKU U NeYeHUsa MHOIrmx 3aboneBaHunu.



Y10 Takoe ooMeH BewlecTtB? OCHOBHbLIE onpeneneHns

3

[TocTOosiHHOE B3aUMOAENCTBME ITUX
npoueccoB obecnevYnBaeT opraHn3m
HeobxoaAnMbIMK BELLIECTBAMMU U
SHEepruen ansi pocrta n akTUBHOCTM.

1

OOMeH BellecTB — 3TO Bce OH pennTca Ha ABa HanpaBleHUS:
XUMUYECKNEe peakLmn B KrneTke, aHabonnM3mM — co3gaHue HOBbIX
noaaepKuBatoLLne e€ XnsHb U MOIEKyn, U katabonuam —

beHKLI,I/II-O Ha NMNOCTOAHHOM YpPOBHE. pacuieniieHne BelectB C
BbICBOOOXXAEHNEM AHEPIrnn.




[MnacTuyecknun oomeH M): OMOCUHTE3 B KreTKe

O6pa3oBaHne HYKIIEMHOBBIX Co3gaHue NMNUAOOB U
KUCIOT nonucaxapvaoB

AHabonnam nossongaet popmupoBaTts [HK n ] KneTtku cobmnpatoT XK1pbl 1 CIIOXHbIE YrNneBoabl
PHK, KoTopble HeCyT reHeTUYECKYO ONa XpaHeHns aHeprum n opmMmpoBaHus
NHopMaLmio. STOT NPOLECC BaXKEH ANd obornoyek, nogaepXxnBaga KNeTouHyo CTPYKTYypy
KIEeTOYHOro AeNeHna 1 passutug. N PYHKUMN.

CunHTe3 0enkoB — CTPOUTESILCTBO
TKaHen

N3 aMUHOKUCNOT KNEeTKN co3gatoT benkm —
OCHOBHbI€ CTPOUTENbHbIE BNMOKN MbILLL, U
OpraHoB. OTO BaXKHO A1 pocTa NoapoCTKOB U
BOCCTaHOBIIEHMSA MOCIe TPaBM.




JHepreTn4yeckum oomeH (katadbonunsm): nonyvyeHme aHepruu

1

Katabonusm paspyLllaeT CroXHble MOMEKYnbl, TakKUe Kak
MOKO3a 1 Xnpbl, ocBoboxaas aHepruto B popme ATO.

3

B npouecce pacnaga ob6pasyoTcs NpoCcTble MOMeKy bl —
YIMEeKUCIbIN ra3, Boga u aMMUak, KoTopble BbIBOOAATCS U3
opraHuama.

2

OTa sHeprus Heobxogmma Ang ABMXeHUs, padoTbl MbILLL|
N nepeagadun CUrHanoB B HEPBHOW CUCTEME.

4

KaTtabonuam nogaepxnuBaeT NOCTOSAHHYO TemMnepartypy
Tena, obecneymBas XXM3HECNOCODHOCTL OpraHmM3ma.



[To3TanHbIN NYTb 3HEPreTun4YecKoro ooMeHa B KrneTke

OCHOBHbIE 3Tanbl rnpeBpaleHnd NnUm B SHEPInNKO BHYTPWN KITETKHU

[MocTynneHue PaclienneHune
[bixaTenbHas

NMUTaTesIbHbIX 0o
BelwecCTB MOHOMEPOB

Linkn Kpebca

Lienb




[Mnkonus: nepBbIN 3Tan 3HEepreTu4ecKkoro oomeHa

I'Ipou,ecc NMWKoOJin3a B UumMTonsiia3me Ponb QHEPIrnMn Ha 3Tane rrMuKoJin3a

[ MMKONnU3 — cepus U3 OecATn peakuun, npespallatomx B pesynbrate obpasyetca 2 monekyrnbl AT® n NADH —
[MIFOKO3Y B NMMpyBaT, CONpOoBOXAaloLLYOCA BblOeNeHneEM NepBble UCTOYHUKN SHEPTNKN, HEODXOAUMbBIE KNETKE Ans
9Heprnn. OH nponcxognT 6e3 Knucrnopoda, YTo BaXXHO npu OanbHEULIMX NPOLECCOB U NogaepKaHus

MHTEHCNBHbLIX HAarpy3Kkax. KN3HEOEATEIIbHOCTN.




N3meHeHue Konun4vyecTtBa AT® BO BpemMs rmnukKonunsa

[ | KonnuectBo AT® Bo BpeMsi IMI1KoMN3a

CHayana TpaTuTCcs SHeprusi Ha 3anyck
npoLiecca, 3aTeM NPOUCXOaNT €€ HaKoMnneHue, 3
obecrnevmBatoLLee nogaepxaHme obmeHa.

Unctasa npubeinb B 2 monekyrnbl ATO obecneymBaet
adhheKTUBHOE IHEProcHabXEHNE KIETKN Ha Ha4YarnbHOM 3Tane.

Y4yebHble matepuansl no ouoxmmmnmn, 2023
-2
Hauano (MHBecTuymn) ®asza nonyyeHus



Linkn Kpebca: rmaBHbIN

OOpa3oBaHue
BbICOKOJHEepPretTn4eCkmnx
MOMEeKYI

B npouecce obpasytorca NADH n FADH2,

HecyLme aneKTPOoHbI ANa ganbHENLEro
cuHTe3a AT B gbixaTenbHOW LiENN.

o

MecTto u ponb uukna Kpebca

OTOT LUMKIT NPOTEKAET B MUTOXOHOPUAX
n npespawaet nupysat B CO2 n H20,
BblOENAS SHEPIrUIO B KaTtanunsnpyemMbix
depMeHTaMn peakumnax.

OOHOro AbiIXxaHus

3Ha4YeHue Kpyroobopota

Linkn Kpebca cnocobcTtByet
0be3BpeXnBaHMIO NPOAYKTOB 0OMeEHa n
nooaepXXnBaeT HenpepbIBHOE
NOSfTly4eEHNE SHEPTUM ONSA KNETKM.




CpaBHeHue a3poOHOro n aHa’poobHoro oomeHa

QPP EKTUBHOCTbL M OCODEHHOCTU MOSTYyYEHUS
9HEpPrmn 3aBUCAT OT HANU4YUA KMCopoaa B

KINEeTo4YHOWU cpeae.
KonuuectBo | NMOGOYHbIE
Tun obmeHa OKcureHosaBUCY
ATO NPOAYKTbI A3po0bHoe AbixaHne 3HauYnTeNbHO aPPEKTUBHEE,
obecneumBasi 60rbLUYO BbIpabOTKy SHEPTMK NPU HOPMAaSIbHOM
o KMCIOpOaOCHabXeHNM.
A3P06HbIN 36-38 CO2, H20 | TpebyeTtcsa Kucno| Ho
5 MosioyHad
AHa3po6HbIN | 2 Be3 knucnopoga
Kncnorta

buoxmumunyeckme cnpaBo4vHuku, 2024



MuToxoHOpMN — 3HepreTuYecKme CTaHLUMU KINeTKu

1

MuTOXOHOPUN — OpraHennbl
KNEeTKW, rae npoucxoguT
OKUCNUTENbHOE
doocopunmpoBaHne, OCHOBHOW
npouecc nponssogctea ATO,
HeobxoamMmMoro Ans Bcex BuaoB
KNEeTOYHOW aKTUBHOCTM.

2

Kornnyectso MntoxoHapun
BapbUpPyETCH B 3aBUCUMOCTMN OT
TMNa KNEeTKU: MblLLLbI U cepale
NMEIOT BbICOKYIO KOHLIEHTpAaLUIO
Ons noKpbITUA 60MbLUMX
9HEepreTnvecknx NoTpebHocTeEN.

3

MyTauum B MUTOXOHAPWANbHOW
OHK moryT npuBecTu K
CepPbE3HbIM HaCMNeaCTBEHHbLIM
3aboneBaHnsaM mMeTabonmama, 4YTto
OTPa)KaeT BaXXHOCTb 3TUX
opraHenn anga 34opoBbs
opraHm3ma.




CTpyKTypa 3HeprosarpaT pa3HbIX OpraHoB Yy NOAPOCTKOB

B Voiwus B MeueHs [ Mosr

QHeprosaTpaTbl OTpaXatoT akTUBHOCTb U B <vposas TkaHb [ Cepaue I Mouku
doyHKUMM OpraHOB, BaXXHble ANna pocTa U
noggepxaHmn4a XKmsHegeATeribHOCTU B
noapOCTKOBOM BO3pacCTe.

[JoMuHMpYoLada posb MbiLLL, MEYEHN N MO3ra B
9HeprosaTparax nogyYepKknBaeT BaXKHOCTb MUTAHUA U
donanyeckon akTUBHOCTU AN NOOPOCTKOB.

Hay4dHble nccnegoBsaHmsa metabonuama, 2023 rog
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AT® — yHuBepcarnbHbIN MEePeHOCHYUK IHepruu

Kak AT® noanepxmBaeT XU3Hb KNEeTKU CkopocTb ooHoBneHna AT® B KneTke

ATO BbICTYNaET rnmaBHbIM UCTOYHUKOM 3HEPINU BO BCEX Kaxkgasa Krnetka HenpepbIBHO CUHTE3NPYET U NnoTpebnaet
Brnoxmmmyeckmx npoueccax. 'maponma aTon Monekynol Thica4n monekyn AT® B cekyHay, YTO obecneymBaeT
BbICBODOXOAET QHEPIUIO, HYXKHYIO N1 COKPaLLEHNS MbILLL U NOCTOAHHOE QHEpProcHabXXeHue anga nogaepxaHus
nepegavyv HePBHbIX UMMNYJSIbCOB. XN3HeOeATENbHOCTH.




[InTaTenbHbIe BewecTBa

L

benku

CTpouTtenbHbIn MaTepuan anga TkaHeu n pepMeHTOoB,

HeobxoauMble AN pocTa U BOCCTAHOBIIEHUS KINETOK
opraHu3ma.

YrneBogbl

[ MaBHbIN ObLICTPbLIN NCTOYHUK AHEPTNKN, KOTOPbLIN J1ETKO
npeBpallaeTca B MOSiEKysbl Ansa metabonuama.

Olb B MmeTadonunime

-4
Xupbli

QHepreTn4ecknn peseps, KOTOpbIN obecneymnBaeT

ANNTESIbHOE NOCTYNJ1IeHne aHeprmm N y4acCTtByeT B
CTPONTESIbCTBE KJITETOYHbIX MeM6paH.

*

ButaMuHbl U MUHepanbl

Perynatopbl 0OMEHHbIX NMPoLECcCcoB, OHM 0becnevmBaloT

HOopMarnbHOe PYHKUMOHNPOBaHNE PEPMEHTOB U 3aLLUTy
oT aednumnTos.



CpaBHeHue meTabonunama npu pasHou oM3N4eCKON aKTUBHOCTMH

YcnoBue CKopoCTb OOMeHa OCOGEHHOCTH

CocTosaHMe nokos Hunskasa MuH1UManbHas NoTPeOHOCTb B 3HEPrumn

J1erkast akTMBHOCTb 2—3 pasa Bbllle YBenndeHune pacxoda rnoKo3bl N Kucaopoga
IHTeHCMBHasA TPeHNpPOBKa MakcumasibHas BbipaboTka MO/TI0MHOW KUCMOThl, YCKOPEHHbIN CUHTE3 ATO

Tabnuua nokasbIiBaeT, Kak YpOBEHb aKTUBHOCTM
BNMUSIET HA CKOPOCTb 0OMEHa BeLLEeCcTB U

ocobeHHOCTN MeTabonmama y nogpoCTKOB. dusmonormyeckme nccrneaoBaHns NOAPOCTKOBOIO

meTabdonuama, 2022
dusnyeckas akTMBHOCTb PE3KO YBENMYMBAET 0OMEH BELLECTB,

CTUMYNNPYS 3HEPreTUYeCKn oOMeH n obecrnevnBas nogaepkaHme
aKTUBHOCTU OopraHn3ma.




[InHamunka metabonuama B 3aBUCUMOCTM OT BO3pacTa

] CkopocTb 06MeHa BellecTB B 3aBUCHMOCTU OT Bo3pacTa
140
MeTtabonuam gocturaet MakCMmyma B

NnoaApOCTKOBOM BO3pacCTe, 4HTO CBA3aHO C POCTOM
N pa3BnTneM opraHmM3ma. 130
125

135

C BO3pacToOM CKOPOCTb ODMEHa CHMXAETCS, YTO OTpaxaeT
YMEHbLLUEHNE QHEPrETUYECKMX NOTPEOHOCTEN N N3MEHEHNE 120
domnamonornyeckmx npoLieccos.

115
110

105

100

[laHHble 9HOOKPUHOMOrM4Yecknx nccnegosaHum, 2023 9

90
hetn MoapocTkn B3pocnble 25 net Moxunele



[opMOHanbLHaga peryn a BellecTB

UHCYynuH u rniokaroH: 6anaHc ApQpeHanvH u cTpecc

NMOKO3bI

VIHCYNWH CHUXAET YPOBEHb caxapa B KPOBU . AdpeHanvH akT1BnpyeT beICTpoe

COCOBCTBYS €r0 3aNacaHuIo, a FMIKaroH pacLlensieHne rnkorexHa, obecnevnsas
OpraHnU3M aHeprmen rNnpun CTpeccoBbIX

NOBbILLIAET YPOBEHb, MOOUNN3YSI SHEPIUIO NPU
ronogaHun. cUTyauundax uiun CbI/I3I/ILIeCKI/IX Harpys3kax.

Ponb TnpeonaHbiX ropMOHOB B
oOMeHe BellecTB

T3 n T4 ycunmearoT metabonunam, CTumMynmpys
KITETOYHOE AblXaHue 1 Tensionpon3BoaCTBO, YTO
nomoraet nogaepxmeaTb NMOCTOSAHHYHO
Temneparypy Terna n 3HeproobmeH.

!.\



TunuyHble HapyLweHns1 oOMeHa BelecTB Y NOAPOCTKOB

1

CaxapHbl AnabeT BO3HUKAET N3-
3a HECNOCOOHOCTU OpraHn3mMa
NpaBUnbLHO yCcBauBaTh [THOKO3Y,
4YTO NPUBOAUT K MOBLILLEHHOMY €€
YPOBHIO B KPOBM.

2

OXupeHue pasBmBaeTcs Npu
N30bITKE Karopum n HakonseHnu
Xupa, Bnmsisi HeratTuBHO Ha
cepaeyHO-CocyaucTyto U
9HAOOKPUHHYIO CUCTEMY
NOOPOCTKOB.

3

[Mlopgarpa cBsidaHa C OTNOXEHUNEM
COSIeN MOYEBOWU KUCNOTHI,
Bbl3blBasi BOCNasieHMe CycTaBoB, a
HacneacTBEHHbIE HAPYLLIEHNS
TPeOyoT CTPOron ANETHLI U
HabntogeHna Bpaden.



CoBpeMeHHble MeToAbl U3y4eHnsa metabonuama

buoTtexHonornu B meamuuHe MHHOBaUWOHHbLIE NnpenapaThbl

[eHeTUKa n obMeH BellecTB
o PegaktnpoBaHue reHOB U KNeTo4YHasd Cospgatotcsd fnekapcTea, HanpasfeHHbIE Ha
Eg)g—%el\;leml-el “ggLaoLlrglgTBBrgggj);;'BrﬂMGF(I)I-J.;Leu3V|I-|X|/| Tepanua oTKpbliBakOT HOBbl€ BO3MOXHOCTHU perynnpoBaHne 0bMeEHHbIX NyTEN n
HA PAHHX CTAZNSIX U pa3paGaThIBaTL B KOPPEKLMM MeTabonmnyeckmx : 3amefsieHne NPOLIECCOB CTAPEHMs, yryJLuas
HapyLeHNN N BOCCTaAHOBIEHUN (PYHKLUN Ka4eCTBO XN3HN NallNeHTOB C
NnepcoHalrin3npoBaHHbIE METOAbI NEYEHNA. TKaHen. MeTabonMyeckumMmn paccTponcTBamu.

-
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Kputnyeckoe 3Ha4yeHue
oOMeHa BellecTB aAns
340pOBbA NOAPOCTKOB

[TpaBUrbHbIN OOMEH BELLLECTB
obecnevynBaeT NoAgpPOCTKaM 3HEPIULO
Onsi pocta n aktuBHocTtn. CoxpaHeHune
banaHca XMMMYECKMX NPOLIECCOB
BaXXHO OS19 30POBbsi U YCNEXOB B
oby4yeHun n cnopre.




