OBMEH BEHIECTB U DQHEPI'HU. BUOJIOI'HYECKOE OKHC/IEHUE

e OOmiee npencTaBieHrne 00 OOMEHE BEIIECTB U YHEPTHU.

L4 CTaI[I/II/I obMeHa BCIICCTB B 3aBUCUMOCTH OT KOJIMYCCTBA BLI,Z[GHSICMOﬁ OHCPI'UH.

e Jlonsarue o 6nonornueckoM okucieHnu. Ctaauy OMOJIOrHYECKOTO OKHCIICHUS.

e JlpixaTenpHas Lemb, CONpsDKEHHAs ¢ TpaHchopmanueil sHepruu. OKHCIUTETBHOE
dbochopunmpoBaHue.

e CyOctpatHoe pochopunrpoBanue.

e Makpodpru4eckue coeJMHEHUS.

e (CB00OOIHOE OKHUCIIEHUE

o OBUIEE ITPEJICTABJIEHUE Ob OBMEHE BEIHIECTB U SHEPT U

Bce MHOr000pasue XKMBBIX OPTaHU3MOB, OT OJHOKIIETOUHBIX MHKPOOPTAaHU3MOB IO BBICO-
koG hepeHIIMPOBAaHHBIX MHOTOKJIETOUHBIX OPIaHU3MOB PAaCTEHHI, dKUBOTHBIX, YEJIOBEKa, COCTOUT
U3 mex dice aTOMOB U MOJIEKYJI, UTO U 00BEKTHI HEXXUBOM NMPHPOIbl. B 0OCHOBE Ipo1ieccoB Ku3Hee-
ATEJIBHOCTU JIeXKAT PEeaKIi aTOMOB U MOJIEKYII, KOTOPbIE NOOYUHAIOMCS BCEM 3aKOHAM (PU3UKU U
XUMHH, OMMCHIBAIOIIMM TIOBEICHNE HEOMylIeBIeHHOW MaTepuu. OHAKO KUBBIM OpraHU3MaM IMpH-
CyII psAZl ocobeHHocmell.

a) CIIO’)KHOCTh U BBICOKAs CTENEHb OPTaHU3AIINY;

0) mo0ast cocTaBHAs 4acTh OpraHU3Ma OT OTACIBHBIX XUMHUUYECKUX COCIMHEHHUM 710 Op-
raHa uMeeT CIelUaIbHOE Ha3HAYEHUE U BBIMIOJHSIET CTPOTO ONPEACTICHHYIO (DYHKIHIO;

B) CIIOCOOHOCTH JKUBBIX OPraHU3MOB K CAMOBOCIIPOU3BEICHUIO;

I') )KUBBIE OPTaHU3MBbI CIIOCOOHBI OOMEHHMBATHCS BELIECTBOM M SHEPTHEH C OKpyk aro-
HIei cpeoi s Co3/1aHusl COOCTBEHHBIX CTPYKTYPHBIX €IUHUII.

Takum oOpa3oM, 0OMEH BEIIECTB U PHEPTUU - BaXKHEHIIAass 0COOEHHOCTh )KMBOM MaTe-
pun.

OO0MeH BelecTB - 3TO COBOKYIHOCTh XMMMYECKHUX IPOIECCOB, KOTOPHIM IOABEPrarOTCs
COEJIMHEHUS] C MOMEHTAa MX IMOCTYIUICHUSI B OpPraHU3M U JI0 BbIIEJICHHS] KOHEYHBIX MPOAYKTOB 00-
MeHa. DJTO HENpPEPHIBHBIA, CaMOCOBEPIIAIOIIUNCA U CaMOPETrYIHPYEMbI KpPyroBOpPOT BEILECTB,
NPOTEKAOIIUI B MPOLIECCE CYIIECTBOBAHUS KUBOW MaTepUH M XapaKTEPHU3YIOIIUNCSA €€ MOCTOSH-
HBIM CaMOOOHOBJICHUEM.

OOMeH BelIecTB COCTOUT U3 JIBYX MPOTHUBOMOJIOKHBIX MPOLIECCOB - aHab0IU3Ma U Kamaoo-
auzMa.

AHa00JM3M - 3TO YacTh 0O0IIEro mpoiecca oOMeHa BEIIeCTB, KOTOpas 3aKJII0YaeTcsl B MO-
IJIOIIEHNUH, HAKOTJIEHUU U YCBOCHUHU MTUTATEJIbHBIX BELECTB U3 OKPYKaOILEl CpeJibl U TOCTPOCHUU
3a X CYET CTPYKTYPHBIX €IMHHUI] opraHu3Ma. B xome anaboiam3Ma MPOUCXOAUT CHHTE3 CIIOKHBIX
BEIECTB U3 00Jiee MPOCTHIX. ITO BOCCTAHOBUTEIBHBIE (PEAYKIIMOHHBIEC) PEAKINK, TPEOYIoIue 3a-
Tpat sHepruu. [Ipu 3ToM 0JIMHAKOBBIE UCXO/IHbIE COSIUHEHHsI PEBPAIIAOTCS B PA3INYHbIE KOHEY-
HbI€ TPOAYKTHI (HampuMmep, II0K03a BOBJIEKAETCS B OpraHU3ME UYe€JIOBEKa M KUBOTHBIX B CHHTE3
TJIMKOT€HA, TUMHU/I0B, TTTFIOKOT€HHBIX aMUHOKHCIIOT).

Kara6onusMm - 3Ta Ta yacte o01ero npoiecca oOMEHa BEIECTB, KOTOpas 3aKJII0YaeTcsl B
pa3pyIIeHNH BEIIECTB, COCTABISIONINX OPTaHU3M >KUBOTHBIX, B PAcrajieé COCTaBHBIX YacTel opra-
HOB, TKaHEH, KJIIETOK M CONPOBOXAAETCS BBIJEICHUEM BEIECTB U3 OpraHu3Ma *UBOTHBIX. IIpu ka-
Ta0OJIM3Me MPOUCXOAIT OKUCIUTEIbHBIE MPOIIECCHI, pacma/l CIOXKHBIX BEIIECTB Ha OoJee MPOCThIe
C BBIJICTICHUEM DHEPTUU. PazmudyHbie MCXOIHBIE BEIIECTBA AAIOT OJJMHAKOBBIC KOHEYHBIC TIPOIYKTHI
oOMeHa (Hampumep, IpU OKUCICHUU YTIIEBOJAOB, JIMIUIOB U OEIKOB B OpraHU3ME YeIoBeKa U KH-
BOTHBIX 00pa3zyrotcst CO2 u H20).



[Tponeccrl anabonu3ma u kaTabonm3mMa B3aUMOCBsI3aHbl. Hampumep, BemecTBa, o0pasyro-
nyecsl B XoJie Karaboiau3Ma (HampuMep, ITF0K03a, TIIHICPHH, XUPHBIC KACIOTHI, AMHHOKHCIIOTHI)
MOTYT HCHOJB30BaThCS OPraHU3MOM Ui OMOCMHTETUYECKUX MPOIECCOB. DTO SIBICHUE IMOIYYUIIO
Ha3BaHue aMpuodoIHU3Ma.

B xome oOMeHa BelIecTB OCYIIECTBISIOTCS pa3HOOOpa3HbIE MPOIECCH - gusuueckue (au-
copouus, nuddysus u ap.), xumuuveckue (pacmnan, CUHTE3), gusuonocuveckue (MTATAHUE, BCACHIBA-
HUE U JIp.)

ObmenHble npoyeccyl B OPTaHU3ME )KUBOTHBIX 8KII04AOM CIIEAYIOIIUE 3TaIlb:

a) nepesapusanue u 6cacvléanue,

0) npomescymounviii oomen (memaodonausm). OH MPOUCXOANT B KICTKAX M TKAHIX U 3a-
KITFOYAETCS B OCYIIECTBICHUN XUMUYECKUX MPEBPAIICHUMN, BEAYIINX K CHHTE3Y U pacialy XuMu4e-
CKHX COEJMHEHUM, YTO COMPOBOXKIAETCSI 00pa30BaHUEM MPOMEKYTOUHBIX U KOHEUHBIX MPOAYKTOB
oOMeHa. MecTta MpoTeKaHusi OCHOBHBIX META0OIHUECKUX MPOIIECCOB B CTPYKTYpPax KIETKH YKa3aHbI
Ha puc. 1.

B) @bl0eleHue KOHEUHbIX NPOOYKM 08 U3 OP2AHUZMA.

LKTO30M, MUTOXOHAPUM

FRMECMA - U Kpebica
MenToaoQeGoaTHEM Ny OkucnuTenshoe Gocdhopn —
CHHIE3 RHDHBIX KHCNOT ——  TADOBAHMC

P-OxuCnenus XpHBX KMCAO]
CMHTES M YTMNH3ELWH
KETOHOBBLE TEN

UATO30ME ¥ MATOXOHOPKA
I MOKOHEOT CHES

CHHTES MOYEBIHN
Puc.1. Jlokanuzaiusi OCHOBHBIX META0OJINYECKUX MPOIECCOB B CTPYKTYPaX KICTKHU.

. CTAIUHN OBMEHA BEHIECTB B 3ABUCUMOCTHU OT KOJIMYECTBA
BBIJIEJISIEMOM SHEPTUA

B 3aBucMMoOCTH OT KOJNMYECTBA BBIACISIEMON YHEPTUH paziuyaiom 3 cTaguu oOMeHa Be-
uiectB (puc. 2). Ha nepsoii BbICOKOMONEKYISPHBbIE COSTUHEHUS MPEBPAILAIOTCS B HU3KOMOJIEKY-
JspHBIE (Harpumep, OeTKU PACHISIUISIOTCS 10 aMUHOKHUCIIOT, JKUPBI - 10 TIUIEpUHA U KUPHBIX
KHCJIOT, TIOJIMCaxXapyuabl - 10 MOHOCAXapU0B, HYKICHMHOBbIE KUCIIOTHI - 10 MOHOHYKJICOTHJIOB). DTa
CTaJusl COBMAJACT C IMpoIllecCaMy TEpeBapUBaHUsS, MPOUCXOMSIIMMHU B JKEITYI0YHO-KUIICYHOM
Tpakte. [Ipu aTOM BhICBOOOXKIAETCS 00 1% 2Hepeuu, 3aI0KEHHON B MUTATENBHBIX BEIIECTBAX KOP-
Ma. DTa YHEPTHsl paCCEUBAETCS B BUE TEIUIa U UCTIOIB3yeTcs s o0orpesa tena. Ha emopoii cma-
Ouu pa3InyHbIe HU3KOMOJIEKYISPHBIE BEIIECTBA, 00pazosasuiuecs B X0e TIepBON CTaIuM, MOIBEP-
raroTCs MATBHEHUITUM MPEBPAIICHUSIM ¢ 00pa30BaHUEM, TTIABHBIM 00Pa30M, TPEX OCHOBHBIX COCIH-
HEHU, UTPAIOUINX IIEHTPAIbHYIO POJIb B METa0OMU3Me - aKTUBHON YKCYCHOW KHCIOTHI (aleTui-
KoA), o-xerormyrapoBoi KHUCIOTHI M IIaBEJIEBO-YKCYCHOM KHCIOTHI (OKcanoarerara). Ha atoit
ctaauu Beiensiercs 30 -35% snepeuu, 3aKITFOUSHHON B MATATEIBHBIX BEIIECTBAX.

B xo00e mpemuveii cmaouu MpoOUCXONUT OKUCIICHHE BBILICYKAa3aHHBIX KUCJIOT B IIUKJIE TPHU-
KapOOHOBBIX KHCIIOT ¢ 0Opa3’0BaHMEM BOCCTAaHOBICHHBIX KopepmentoB HAJIH(H") u ®AJIH>,
OKHUCJISIIOIIUXCS B JABIXaTeNbHOM 1ienu. Ha 3Toit cramuu BeiIcBOOOXKIaeTcst 65 - 70 % snepeuu. Ona



YACmMuyHo aKKymyaupyemcs B Makpospruueckux cBsazax AT®. Bropas u TpeTbs craguu cognada-
1om ¢ IPOMEKYTOUHBIM OOMEHOM BelIecTB (METaOOIU3MOM).

HKupw Monucaxapupwn Benxu
i
XHuphbie nuuepun MoHocaxapuas: AMHOKHCNROTHI
KUCNOTbI
Mupyear
Auetun-KdA
\’ HS KoA

LurpartHbin

UMKN

|

H,0

Puc. 2. Craguu oOMeHa BEIIECTB B 3aBUCUMOCTHU OT BBIICNIIEMOMN SHEPTUH.

o MOHATHUE O BUOJIOT'NTYECKOM OKUCJIEHUU.
CTAIUU BUOJIOT'NYECKOI'O OKUCJIEHUSA

Buojiornyeckoe OKHCIeHUE — 570 COBOKYNHOCMb OKUCIUMENbHO-80CCMAHOBUMENbHBIX
peaxyuil, NPoUCxXooawux 8 xHcusvlx opeanusmax. Ha mx mpomro mpuxomutcs okono 99% ot Bcero
sHeprocHaOxeHus: oprann3Ma. C MOMOIIBI0 OKUCIUTEIFHO-BOCCTAHOBUTEIIFHBIX TPOIIECCOB B Op-
raHu3Me Pa3pymalTcs U HEKOTOPbIe TOKCHUECKHE BEIECTBA, 00pa3yIolrecs B pe3yibrare oOMeHa
BEIECTB (HarmpuMep, MEPOKCHI BOJIOPOA).

Emie co Bpemen ¢paniry3ckoro xumuka A.JlaBya3be OKHUCICHHE B OPTaHU3ME 0MONCOeCmE-
JISLIU C TOPEHUEM, MO0 MPOYKTHI OKHUCICHHS U TopeHus roko3bl (CO2 u H20) 1 konmvecTBO BbI-
nensiemoit aepruu (okoso 2850 kJIk/M0JIb) OKa3aJIMCh OJMHAKOBBIMHU.

OnHako MEXAy OWOJIIOTHYECKUM OKHCICHHEM W TOPEHUEM CYIIECTBYIOT HPUHYUNUATbHBLE
Pazuyus:

1. buonoruueckoe OKMCICHHUE MPOTEKAET B MATKUX YCIOBUAX (TeMmrepaTypa Tena, MOCTOsH-
Hble naBieHune u pH).

2. IIpn 6MONTOTMYECKOM OKUCICHHH SHEPrus BHICBOOOXKIAETCS CTYNMEHYATO, MPUYEM YacTh
€e aKKyMYJIUPYETCSl B MAaKPOIPTUICCKUX COSTUHEHUSX, TIPH TOPSHUN SHEPTHUS BBIACIISACTCS Cpa3y U
paccenBaeTcs B BUJIE TeTIa.

3. buonoruveckoe okuciaeHHe 00ee HHTEHCUBHO MPOTEKACT B OpraHax W TKAHIX ¢ 0O0JIb-
IIUM COZAEpPKAHHEM BOJIBI.

OKHCIUTENHbHO-BOCCTAHOBUTEIIBHBIE PEAKIIMM MPOTEKAIOT B OPraHU3ME JKUBOTHBIX MO Clie-
JYIOIIAM CTaJUsM:



1.06pazoBanue anetuin-KoA (Ipu OKMCIEHWHM MOHOCAXapuIOB, TNIMIEPUHA, KUPHBIX KHC-
JIOT, aMUHOKHCIIOT);

2.0xucnenue anetuia-KoA B nukie TpukapOOHOBBIX KUCIOT ¢ oOpazoBanueM CO2 u Boc-
cranoBieHHBIX KopepmenTo HATH(H) u ®AJIHy;

3. OxucieHne Boaopoaa BoccTaHoBiaeHHbIX Kodepmentos HAITH(HY) u ®AJTH, B apixa-
TEJTHHOU 1eTnH ¢ oOpa3zoBanueM Boabsl u ATO.

. JBIXATEJBbHAS IENb, CONPSI)KEHHASI C TPAHC®OPMAIIUEN SHEPTUU.
OKUCJ/IMTEJBHOE ®OCPOPUJIMPOBAHUE

PasnuyaroT 2 Buja ApIxaTesnbHOM 1enH - 1) conpsikeHHasi ¢ TpaHCopMalue 3Hepruu Win
okucJauTeNbHoe (ochopunupoBanue u 2) HeCcONpspKEHHas ¢ TpaHchOpMalUel SHEpPruu Wid
cB00O/IHOE OKHCJICHHE.

JpixaTenpHas 1eMnb, CONMPsHDKeHHAs ¢ TpaHCchopMaluel SHeprun JTOKaIu30BaHa BO BHYTPEH-
Hell MeMOpane mutoxonapuit. Ona BkitouaeT 4 (epmentatuBHbIX Komiuiekca: | - HAJTH(HY) -
KoQ-okcunopenykrasa, |l — cykiunar — KoQ-okcunopenykrasa, 11 - KoQ - muroxpom ¢ - okcuao-
penyktaza u V- mutoxpoMokcumasa. B nmporecce GyHKIIMOHUPOBAHUS TAKOM JIBIXaTEIBHON IETTH
OCYIIECTBJISETCS MIEPEHOC DIIEKTPOHOB OT BOCCTAHOBIEHHBIX Kopepmentos HAJTH(H') u ®AJTH;
MOJIEKYJISIPHOMY KHCIIOPOZlY, CONPSKEHHBIN ¢ cuHTe30M ATO.

Hcrounukom HAJTH(HY) u ®AJIH2 ABIAIOTCS NErMAPOreHasHbIe PEAKIUH, IPOTEKAFOLINE
10 CXEME'!
SH, + HAI" — S + HAJH(HY); SH, + ®AJl —» S + ®ANIH:

B kauectBe cyOCTpaTOB Halle BCEro BHICTYNAIOT MMUPOBUHOTPAHAS KUCIIOTA, TIIyTAMUHOBAs
KHCIOTa, npoMexyTounble MetabonuTel L{TK (M301MMOHHAs KHCTIOTA, O-KETOTIyTapoBasi, si0I04-
Has).

[MocnenoBaTeNLHOCTL MEPEHOCA DIEKTPOHOB B JbixaTenbHod memu ot HAJIH(HY) wu
OAJIH2 K MOJEKYJIIpHOMY KHUCIOPOLY MOXKHO IIPEICTAaBUTh B BUJIE CXEMBI:

Cyknunar —» ®AJIH>
2
’KeJ1e30-CepHbIii 0eJIoK
{
HAJTH(H") > ®MH — :xkeje3o0-cepublii 6esiok — KoQ (youxunon) — muroxpom b — skeie-
30-CepHbIN 0€JI0K — HUTOXPOM C1 —> HUTOXPOM ¢ —> HUTOXPOM a —> HUTOXpPoM a3 — 02

[Topsimok pacmoyoKeHUs KOMIIOHEHTOB B JBIXATENBbHON IEMU 3aBUCUT OT BEIMYUHBI UX
OKHCITUTEIIbHO-BOCCTAHOBUTEIBHOTO MOTeHIMANA. [ KaXI0oro MOCIeayIonero KOMIIOHEHTa Xa-
pakTepHa OoJiee BBICOKAsl OKUCIUTENbHAS CIIOCOOHOCTb.

B coctaB Il u IV xOoMIUIEKCOB BXOIAT CIOXKHBIE OCIKU U3 TPYIIBI XPOMOIPOTEUHOB - IU-
TOXpoMmbl. VX mpocreTndeckas rpymmna 6Ju3Ka K TeMy U COJIEPKHUT kene30. OTHAKO B MPOTUBOIIO-
JIOKHOCTh TEeMOTJIOOMHY, UMEIOIIEMY JIBYXBaJCHTHOE KEJe30, MUTOXPOMBI COJIEPIKAT JKeJe30, KO-
TOPOE MOXKET MEPEXOAUTh U3 JIBYXBAJICHTHOTO (BOCCTAHOBIIEHHOTO) B TPEXBaJCHTHOE (OKUCIICH-
HOE) COCTOSIHUE U 00paTHO.

Koneunbim akuentopom 31eKTpoHOB siBisiercss Oz. BoccranoBneHue kuciopoja 10 BOAbI
MIPOUCXOIUT IO CXEME:

2H "+ 2e+1202 > HHOnmd4 H +4e+ 02> 2 H20

HWonsl H" 111 06pasoBanus BObI 6EPYTCS U3 MATPUKCA MUTOXOHIPHIA.



CornacHo xemuocmomuueckoit Teopun [L.Murtuenna conpsbkeHue nepeHoca 3JI€KTPOHOB U
cunte3a AT® oOecrieunBaeTcsl rpaiu€HTOM 3JIEKTPOXUMHUYECKOr0 MOTEHIMajda MOHOB BOJOpOJIa
(puc. 3) An H', KOTOpBIi COCTOUT U3 JBYX KOMIIOHEHTOB - PA3HOCTH 3JIEKTPUYECKHUX MMOTEHI[HAIOB
(A@) 1 pa3HOCTH KOHIEHTpaNuii HOHOB Bogopozaa - A pH. IlepeHoc 35IeKTPOHOB MO JbIXaTENbHOI
LENU MPUBOJUT K BHIOPOCY MPOTOHOB U3 MaTpUKCa Ha IIUTOIUIA3MaTHYECKYI0 CTOPOHY BHYTpEHHEN
MUTOXOH/IpHAILHOW MeMOpaHbI Ie, TaKUM 00pa3oM BO3pacTaeT KOHIEHTpAlKs MOHOB BOAOPO/A.
B pesynbprare mpoucxoaut reHepupoBaHue ApH (3amienaunBaHue B MaTpHKCE M 3aKHUCIEHHE C
BHEIIHEH CTOPOHBI BHYTPEHHEW MUTOXOHAPUAIBbHON MeMOpaHbl) U A@ (pa3HOCTH 3IEKTPUUECKUX
MOTEHIIMAJIOB, IPUYEM Ta YacTh BHYTPEHHEH MeMOpaHbI, KOTopas obpalieHa K MaTpUKCy, MPHOO-
peTaeT OTpuLATEIbHbIN 3apsj, a Ta, KOTopas oOpalleHa K MeXXMEMOPaHHOMY IPOCTPAHCTBY — I10-
JOXKUTENbHBIN). [IpoTOHHBIN TpaaueHT ucnonb3yercs A cuHre3a ATd, KOTOpbIN OCYIIECTBISET-
cs ipu noMoIu gepmeHTHOro komiiekca AT@D-cuHTa3bl B X0J1e 00paTHOrO MOCTYIUIEHUS IPOTO-
HOB B MUTOXOHJpHUAJIbHBIA MaTPUKC.

BbIOpoc mpoTOHOB MPOUCXOAUT B 3-X IMYHKTaX MOTOKA 3JIEKTPOHOB IO JIbIXaTEIbHOM LIEMU
or HAJTH(H") x O2— B |, Il u 1V kommiekcax; 1-ii myskr - 5to HAJTH(H') — KoQ - okcumopeayk-
Ta3HBIA KOMITIEKC; 2-i MyHKT - KoQ - MUTOXpOM ¢ - OKCHIIOPEAYKTa3HbIM KOMIUIEKC; 3-i - IUTO-
XPOMOKCHU/Ia3HbIM KOMIUIEKC. [IpOTOHHBIN I'palUeHT, T€HEpUPYEMBIN B KA)KJIOM M3 OTHUX ITYHKTOB
IIpH [IepeHoce OAHOM mapsl 31nekTporos oT HAJTH(H®) x O, ucnonb3yeTes 11 CUHTE3a OJHOM MO-
nexyinsl AT® (AI® + HzPOs — AT® ). Oxucienue oxnoit monekyisl HATH(H') naer 3 AT®,
tornaa kak okucienue ®AJIH; - 2 AT® (sueprum, Boiesstomeics B mpouecce GyHKIMOHUPOBAHUS
cykunHaT-KoQ-oKkcumope1ykTa3Horo KOMIUIEKca HelocTaToyHo st cuHTe3a AT®, T.e. TpaHc-
(dbopmaIy SHEPTUH 37€Ch HE POUCXO/IUT).

HagymHaAR MHTOXOH JoWanbLHBA

flpGTonbl BhiTRIKHASIOTCR CKOCIL OTY MeMOpany, MowOpang

TOrgs K&K 3MBRTRUH N RepeHOCRTCH
My X8 rambHOR LETH

DMy TDEHHRR MNTOICH LORINEHER
manlp

BLicoKoa sHayeHne fHT] ana

MeMMeMEpIHHOS MROCTDANCTBO

Huzxce
Hravanwe [H+1

MaTpHec

Puc.3. Cxema nepeHoca NpoTOHOB BOAOPO/ia B MUTOXOHIPHSIX.

Takum oOpa3zoM, OKUCIUTEIBHOE GochopuIMpoBaHUE TIPEICTABIIET COOOM MpoIecC Te-
peHoca 3JIEKTPOHOB OT BOcCTaHOBJIEHHBIX KodpepmentoB HAJTH(H') u ®AJTH2 K MOJIEKYISPHOMY
KHCJIOpoy, conpspbkeHHbIH ¢ cuHTe30M AT®. OxucnurensHoe dhochoprmimpoBaHue 4acTo Xapak-
Tepu3ytoT oTHowmeHueM P : O (dncno moiseit Heopranumueckoro ocdara, UCHIOIB30BAHHOTO IS
cunte3a AT® B pacyeTe Ha OJTMH aTOM MOTPEOJIIEMOTO KUCIOPOAA).

CKOpOCTb OKHCIHUTEIBHOTO (POCHOPUIUPOBAHHS 3aBUCHUT, B IIEPBYIO OUYepe/ib, OT COJEpKa-
Hus AJ1®: yem Ovictpee pacxomayercss AT® s HyKJ opraHu3Ma, TeM OOJIbIIE HAKAIJIUBACTCS
AJI® u Tem Gonblie TOTPEOHOCTh B PHEPTUM, a ciefoBaTesibHo U B cuHTe3e AT®. Hakomnenue
AT®, ecTeCcTBEHHO, COPOBOXKIAETCs CHIDKeHHEM coqiepxkanust AJIlD, ckopocts oOpazoBanus AT
IIpU 3TOM Takke yMeHbInuTcs. [lpu orpanndennoii notpednoctu B AT® nagaer u ckopocTh OKHUC-
JUTENBHOTO pacmajna cyocTpaToB. Perynsiuio CKOpOCTH OKHCIHUTEIHHOro (oCHOpHINPOBAHUS
conepxanneM AT® Haz3bIBAIOT ABIXaTeJIbHBIM KOHTPOJIEM.



. CYBCTPATHOE ®OC®OPUNJINPOBAHUE
CyocrpaTHoe (ochopuimpoBaHue sSBISICTCS AIbTEPHATUBHBIM MEXaHU3MOM 00pa3oBaHus AT,
TaK Kak OHO He TpeOyeT obpasosanus AuH'. B xoze okuciaenus cyocTpatoB 00pa3yroTcs Makpo-
IPTrUYECKUE COSAMHEHHUS, Pa3PbIB MAKPOIPTUUECKOM CBSI3U B KOTOPBIX compsikeH ¢ Gochopumupo-
BaaueM AJ[®D (T.e. ¢ cuaTe30M ATD).

[Tpumep cyocTpaTHOTO hochopruaupoBaHHUS:

0 O OH
I I |
C-H +HATT C- O~ P=0 COOH
| +H3POy | | +AJlD |
H-C-OH OH—— > H-C-OH OH OH — s H- C-OH OH
| \ -HAJTH(H") | | -ATO \ |
CH,0- P=0 CH, - O - P=0 CH,~O-P=0
| | |
OH OH OH
TA-3-® 1,3 - 1or 3 — ®OCOOIJINLEPAT (3-®I')

B mpomecce rnukonm3a BBICBOOOXAaeMas MPH OKHUCICHHH TIIHLEpaIbaeru-3-hocdara
(TA-3-®) sHeprust, aKKyMyJIupyeTcs B Makposprudyeckou cms3u 1,3-mudocdormumepara (1,3-
J®T). Pacmieruienne 3Toi CBS3M B JajibHEWIEM compsbkeHo ¢ dochopunupoBanuem AJID, B pe-
3yJbTaTe 4ero ocymecTrisieTcs oopazoBanne ATD.

o MAKPOJ3PI'MTYECKHUE COEJUHEHUSA

DHeprus, mpexae 4eMm ObITh MCIIOJIb30BAaHHOM MJIsl HY)KJ OpraHu3Ma, aKKyMyJUpyeTcs B
MaKpPOIPru4ecKux coequHeHUusix. [MIponn3 Takux COSAMHEHUH COMPOBOXKIAETCS BBIICICHHEM
OO0JIBIIOTO KOJMYECTBA YHEPIrUu (CBbIIIE 7 KKaji/Moib). K HUM OTHOCSTCS HyKIeo3uaTpudochatsl,
anidocdatel, eHonadocdatel, THOAGUPHI, PochareHsl.

Hyxkneosuompughocpamor (ATDO, I'TO, UTD, YTD) comepxar mo 2 MakpodIPruueckue
CBSI3H.

AT® (puc. 4) sBisieTcs: TIaBHBIM, HETIOCPEACTBEHHO MCIOJIB3yEeMBbIM JOHOPOM CBOOOIHOM
SHEpPruy B OMOJIOTUYECKUX CUCTEMAX.
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Puc.4. Crpoenne ATO.

I'nnponuz AT® MoxeT IpoUCXOAUTH ABYMS IYTSIMHU:
1) AT® + H O — AJI® + H3POy;
2) AT® + H20 - AM® + H4P207



B o0oux ciy4asix mpu CTaHAAPTHBIX YCJIOBUSX BBICBOOOXKIAeTCS 7,3 KKaJl/MOJIb YHEPTUU

(ipu ycIOBHSIX, CYHIECTBYIOIIUX B KJIIETKE B HOPME, OKOJIO 12 KKai/MoIb).
BricBoOoxnaemast mpu rugaponuze AT®D sHeprusi, UCIOIB3YEeTCs IS MPOIECCOB OMOCHUHTE-

3a CJIOXKHBIX B€IICCTB U3 Oonee NPOCTHIX, IMTPU MBIIIECYHOM COKpAIICHUU, OJId AKTUBHOI'O TPAHCIIOP-

Ta MOJIEKYJI U HIOHOB (pHucC. 5).

3Heprua okucnsiemMbix BeujecTs

ALl® +H3PO, AT® +H,0

Mbiweuroe TpancmeMbpaHHbIA TpaHcmembpaHHas JHpeproHuveckue
cokpatleHvue 3NEKTPUYECKi noTeHuman| | paaHOCTh KOHUEHTpauun CUHTe3bl
(MexaHuyeckas pabota) (3anekTpuyeckan paborta) (ocmoTHyeckan paborta) (xvmuyeckan pabora)

Puc.5. OcHoBHble IyTH UCTIOIB30BaHUs d3HEprun ATO.

[Tpumepom ayungpocpama ssnsercs 1,3-gudocdornuuepart, SBISIOIIMNACT TPOMEKYTOU-
HBIM IPOJYKTOM IJIMKOJIM3a (IpU ero rujaponuse Boiaensercs 11,8 kkai/Moib 3Heprum).
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1,3-nudocdormuepar

K enongpocgpamam otnocurcsa dhocoeHonmupyBaT, Takke YIacTBYIOLIUHN B Mpoliecce riu-
KoJin3a (TUAPOIIU3 €0 MaKpPOIPTUUECKOU CBSI3H MPUBOIUT K BbIICIICHHUIO 14,8 KKaJl/MOJIb DHEPTHUN).

COOH OH

C- O~ P=0
1 |

CH; OH

¢dochoenommupysar

AkTHUBHasE yKcycHast kucnota (auetuin-KoA) M akTuBHAs sSHTapHas KUCIOTa (CYKIIMHMI-

KoA) siBnstotcst muoagpupamu.
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Kpearundocdart (nmpu ero ruaponuse Boiaensercs 10,3 Kkaa/Moiab SHEPruu) OTHOCUTCS K
docghazenam.

KkpeaTuHpocdar

Kpeatundocdat ucnosnb3yercs B MbIIeYHON TKaHU i perenepanun AT® (kpeatundoc-
¢dat + AII® — kpeatun + ATO).

. CBOBOJHOE OKHCJIEHHUE

CB000IHOE OKMCJIeHHe HE conpsikeHOo ¢ cuHTe30M AT®. Brinenstomascs npu 3ToM 3Hep-
r'usi paccenBaercs B Buje Temia. Kiaccuyeckum npumepoM pa3zoOIeH sl OKHCIEeHUs ¢ 00pa3oBaHu-
eM ATO sBnsercs aeiicteue 2,4-nuuutpodenoa (JHDP). D10 coeqnHeHne UCIOIB30BATIOCH IS
CHIDKEHHs Macchl Tena. OHO Pe3KOo yBEIWYMBAET NMPOTOHHYIO NMPOHUIIAEMOCTb KJIETOYHBIX MEM-
OpaH, pazobuaeT OKUcIUTeNnsHOe (HOCPOPUINPOBAHNUE U MIPUBOIUT K PA3BUTHIO TSAKEIBIX AUCTPO-
(uyecKkux MpoLeccoB B pe3ysbTaTe HeJOCTATOYHOIO CHHTe3a KieTKoi AT®.

YactuuHoe pa3ob1ieHne OKuciaeHus ¢ pochopuarpoBaHueM HaOI0gaeTcsi IPH MHOTHX 3a-
00JeBaHUAX, IOCKOJIBKY MUTOXOH/IPUH SIBJISIIOTCS HanboJiee YyBCTBUTEIBHBIMU KIETOUHBIMU Opra-
HeJIJIaMM K JICMCTBUIO HEOJIAaronpusTHBIX (PaKTOpoB BHEIIHEH cpelibl. MUTOXOHApHAIbHAs aToJIO-
I'Usl pa3BUBaeTCs Npu runeptupeose. Ilpu u30bITOUHOM BbIIEIEHUN UIUTOBUHON Kejle30i ropMo-
HOB NPOUCXOANT HaOyXaHHUEe MUTOXOHJPUN U UX pacla, yTo MPUBOAMUT K CHHIKEHUIO 00pa30oBaHMs
AT®. Ilpu 3TOM yCHIMBAIOTCS OKUCIUTEIbHBIE MPOLIECCH], OTMEYaeTcsi 60jee BBICOKask YeM B HOP-
Me TeMIlepaTypa Tela, yJalaeTcs cepieoneHue.

Pazobmenue oxucautenpbHOro pochopmmmpoBaHus MOXKET ObITh OMOJIOTHYECKH TTOJIE3HBIM.
Ono npezncTaBnsieT coboil crocod reHepupoBaHus TEIUIa Ui MOAJCPKAHUS TEMIEpaTyphl Tena y
3UMHECITAIINX )KUBOTHBIX, Y HEKOTOPBIX HOBOPOKIAEHHBIX )KMBOTHBIX U Y MJICKOIIMTAONINX, adall-
TUPOBAHHBIX K Xonoxy. lyis 3Toro mporecca TepMOreHe3a CIelUaln3upoBaHa Oypas >KUpoBas
TKaHb, OUYEHb OoraTasi MUTOXOHJpUSAMH. B kauecTBe pazoOuiureneil B Hel BBICTYNAIOT >KUPHbBIE
KHCJIOTHI, BHICBOOOX/IEHUE KOTOPBIX B CBOIO OYEpPEAb PETYIMPYETCs HOpaJpeHATUHOM. Takum 00-
pazoM, CTETICHb Pa300IIEeHNUs OKUCIUTENBHOTO (OChHOPHINPOBAHUS B OYpOii )KUPOBOM TKaHU HAXO-
JUTCS TI0J] TOPMOHAJIBHBIM KOHTPOJIEM. MUTOXOHAPUH B 3TOM TKaHU MOT'YT BBIIOJHATH (DYHKLHUIO
reHepaTopoB AT® niv MUHUATIOPHBIX 00OTPEBATEIIBHBIX TTCUCH.

B mukpocomax medeHu ¢ ydactueM nuroxpoma P-450 mpomcxonuT mMeraboiM3M MHOTHX
JIEKAPCTBEHHBIX BEIIECTB NyTEM UX I'MAPOKCHINPOBaHUS. BOCCTAHOBUTENAMH LUTOXPOMOB SBIISI-
torcs HAJIH(HY) 1 HAZI®H(HY):



Jek -H + O2+ uuroxpom P-450 (Fe?*) +2H" — Jlek - OH + H20 + nuroxpom P-450
(Fe*)

MuTtoxoHapuainbHble UTOXpoM P-450 - copeprkarire MOHOOKCHIEHA3HbIE CHCTEMbI HaXo-
IATCA B Kope HaAIIoO4€4YHUKOB, B CCMCHHHKAX, AMYHUKAX, IIJIAIICHTC. OHI/I y‘-IaCTByIOT B CHUHTEC3C
CTCPOMIHBIX TOPMOHOB M3 XOJICCTepUHA. B IIeueHr MPOUCXOIUT THAPOKCHIIMPOBAHUE XOJECTEPUHA
I10 TOJIOKEHHUIO 26 B X04€ OMOCHHTE3A KETUHBIX KHUCIIOT.

3ajaHus 1J151 CAMOCTOSITEJIbHOM PadoThl, BLINOJIHSEMbIe B padodeil TeTpaau.

1. Kakue ocoGeHHOCTH MPUCYLIM KUBBIM OpPraHW3MaM IO CPAaBHEHHIO C HEXXHMBOM MPHUPO-
noi? B yem cocToUT CyIHOCTh OOMEHa BelecTB?

2. Ha3zoBuTe NPUHIUNHAIBHBIE PA3IHYMs MEXIy aHAOOJUYECKUMHU U KaTaOOJIMYECKUMHU
npoleccaMu.

3. KakoBa nociieoBaTebHOCTh OOMEHHBIX IIPOLIECCOB B OPraHU3ME KUBOTHBIX ?

4. OxapakTepu3yiTe cTauu 0OMEHa BELIECTB B 3aBUCMOCTH OT KOJINYECTBA BbIENsIEMON
SHEPTUHu.

5. Uto Takoe OHOIOTHYECKOe OKUCIIEHHE? YKaXXUTE OCHOBHBIE OTIMYUS MPOLIECCOB OMOJI0-
TUYECKOr0 OKUCIIEHHUS TJIIOKO3bI U €€ TOpeHUsl.

6. Kakue nmytu cunreza AT® cyiiecTByrOT B OpraHU3Me KUBOTHbBIX ?

7. YTo MOHUMAIOT MOJ] OKHCIUTENIbHBIM QochopunupoBanneM? KakoBbl MEXaHU3MBI pery-
JSIUMU 3TOTO Ipouecca?

8. Ha3oBHTE KOMIOHEHTHI IBIXaTEIFHON IIETIH, COMPSIKEHHOM ¢ TpaHC(HOpMaLuei SHEPTHH.
OT 4ero 3aBUCUT MOPAIOK UX PACTIONOXKEHUS?

9. B ueM cOCTOUT CyIHOCTh XeMHOCMOTHYecKO# Teopun [1.Murtuenna?

10. O6bsacuuTe nmouemy npu okucinennn HAJIH(H™) B geixarensHoOM nemu oOpaszyercs 3
Moutekyiel AT®, a mpu okuciieann ®AJ[Hy — 27

11. B yem cOCTOUT pa3zHHUIA MEXKAY OKHCIUTENBHBIM U CYOCTpaTHBIM (pochopuinpoBaHu-
em?

12. Kakue coeMHEHUs Ha3bIBAIOT MakpospruueckumMu? [IpuBenure npuMepsl MaKpod3pru-
YEeCKUX COETMHEHUHN U YKaXKUTE B YEM 3aKJIF0UAETCS UX POJIb JIJIsl OPraHu3Ma KUBOTHBIX.

13. Kakoe 3HaueHue 1J1s1 OpraHu3Ma >KUBOTHBIX UMEET Pa300IeHNne OKUCIICHUS C CHHTE30M
AT®D?

14. B uem 3akiroyaeTcs posib MUKPOCOMAIbHOTI'O OKUCIIEHUA?

HUKJTI TPUKAPSEOHOBbBIX KHCJIOT (IITK)

O6miee npencrapienne. Xapakrepuctuka sramnos [[TK.
Koneunsle nponayxrs! LITK.

buonornueckas pons IL[TK.

Perynsauus LTK.

Hapymenus pa6otsr LITK.

o OBULIEE NPEJICTABJIEHUE. XAPAKTEPUCTUKA 3TAIIOB I TK
Huxn tpukapoonoBbix kucioT (LITK) npencraBnsier coboit macucmpanvHwll, yukiuveckutl,
Memabonudeckuil nymo, B KOTOPOM TPOUCXOUT OKUCICHUE aKTUBHON YKCYCHOW KHCIIOTHI M HEKO-
TOPBIX APYTUX COCTUHEHUH, 00pa3yIONINXCs IMPU PACIaje YIIIEBOAOB, JUITHIOB, OCITKOB U KOTOPBIM
o0eCrIeunBacT JABIXaTEIBHYIO 1IEIh BOCCTAHOBICHHBIMU KODEpMEHTaMHU.



LITK 6511 otkpsIT B 1937 rony 1. Kpedbcom. OH 06001111 UMEBIIMECS K TOMY BPEMEHH JKC-
MepUMEHTaJIbHbIE UCCIIEOBAHMS U TOCTPOUII MOJIHYIO CXEMY Mpoliecca.

Peakuuu L{TK npoTekaroT 6 Mumoxonopusix 8 aspoomsix yCio8usx.

B navane nukma (puc. 6) NMpouUCXOaUT KOHJEHCAIUA aKTUBHON YKCYCHOM KHCIOTHI (aneTmin-KoA)
CO IIIaBENIEBO-YKCYCHON KHCIIOTON (OKCanIoaneraToM) ¢ o0pa3oBaHHeM JTUMOHHON KHCJIOTHI (LUT-
parta). OTa peakuus KaTaJu3upyercsl yumpamcunmazou.

Janee nutpar u3oMepusyeTcs B M30HMTPAT. 30oMepu3anus nuTpara OCyIecTBISETCS My-
TEeM JCTHIpaTallii ¢ 00pa3oBaHUEM IMC-aKOHHUTATa U €ro Moclenyromiel ruapaTamnueii. Karamus
o0eunx peaknuil 00ecrieunBaeT aKOHUMA3d.

Ha 4-ii cranuu nukia npoucXoauT OKUCIUTENbHOE JeKapOOKCUIMPOBAHUE U30IUTPATA MO
neicTBueM uzoyumpamoezuopozenasvt (/') ¢ oOpa3oBaHreM O-KeTOrJIyTapoBOi KHCJIOTHI,
HAJQH(H") win HAIAO®H(H') u CO2. HAJI-3aBucumas WJII' jokanu3oBaHa B MUTOXOHIPHSX, a
HAJ1®-3aBucumMblil pepMEHT IPUCYTCTBYET B MUTOXOHIPUSIX U IIUTOILIA3ME.

B xome 5-ifi cramum OCYIIECTBISIETCS OKUCIHUTEIbHOE JEKapOOKCHUIMPOBAHHE O-
KeTorIyrapaTa ¢ oOpa3oBaHHEM AKTHBHOM SIHTaApPHO KUCA0ThI (cykuuHuwia-KoA), HA/[H(H) u
COz. DTOT NPONECC KATATUZUPYET Q-KeMOo2Iymapamaoezuopo2eHa3nolii KOMnaeKc, COCTOSIINN 13
Tpex GpepMeHTOB U NsATH KopepMeHTOB. DepMeHTHI: 1) o-KeToryTapaTaeruaporeHasa, CBI3aHHas C
kopepmentom TIID; 2) TpanccykiuHmIaza, KopepMEHTOM KOTOPOIL SBIISETCS JIUIIOEBAsk KUCIIOTA;
3) auruapoMnousAeTuaporeHasa, cesizannas ¢ ®AJl. B pabore o-keToriyTaparaeruaporeHas-
HOT'0 KOMITJIEKCa MPUHUMAIOT yyacTre Takke KopepmeHTsl KoA-SH u HAJI.

Ha 6-ii ctaauu mpouCXOOuT pacuielyieHue MaKpOIPrudeckol THO3()HUPHOM CBSI3U CYKIIU-
H-KoA, conpsbkernHoe ¢ pochopunupoBanuem ['J[D. OOpazyroTcs siHTApHAsE KHCJI0TA (CYyKIH-
Hat) u ['TD (na yposne cybocmpamnoco hocghopunuposanus). Peakius KaTaau3upyeTcs: CyKyu-
Hun-KoA-cunmemasou (cykyununmuokunaszoir). @ochopunpuas rpynna ['TO moxer nepeHo-
cutbes HAa AID: [T +AHD — ]| + ATD. Katanus peakiiuu MPOUCXOAUT P ydacTuu ¢ep-
MEHTa HYKJICO3UITUPOCHOKUHASHI.

B xone 7-i ctaauu OCyIIECTBIAETCS OKUCICHHE CYKIIMHATA MO/ NEHCTBUEM CYKYUHAmOe-
2uopozenaswl ¢ oopazopanueM pymapara u OA/H>.

Ha 8-it cranuu ¢ghymapameuopamasa oGecnieunBaeT MPUCOEAMHEHUE BOABI K (yMapoBOn
KHCJIOTE ¢ oOpazoBanueM L - s10/10uHOi kucaoThl (L- Manara).

L-manat Ha 9-i1 craguu moj NEWCTBUEM Malamoezuopo2eHa3bl OKUCISIETCS 0 OKCAJI0-
amerara, B peakiiuu Taxke oopasyercs HA/[H(H*). Ha okcanoarierate MeTabOIUUECKUN TTyTh 3a-
MBIKAETCSI 1 CHOBA n08mopsiemcsi, IpuodpeTas HUKJINYeCKH XxapakTep.
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. KOHEYHBIE ITPOAYKTHBI LITK

Cymmapnoe ypasaenue LITK nmeer cnenyromuii Bua:

n0
CH:z - C~ S-KoA + 3 HAI" + ®A + AA® + H3POs + 3 H2 0 —>
— 2CO2+3 HAJH(H") + ®AIH2 + AT® + KoA-SH

Takum 00pa3oM KOHEYHBIMH MPOIYKTaMH IMKIJIA (B pacdyere Ha 1 000pOT) SBISIOTCS BOC-
craHoBjieHHble KopepMenThl - 3 HAJTH(H") u 1 ®AJIH2, 2 MoseKyisl yriaekucsaoro rasa, 1 Mose-
kyna AT® u 1 monekyna KoA-SH.

. BUOJIOI'MYECKASA POJIb LITK

Huxn Kpebca BBIMOTHSACT uHmMeZpAUUOHHYIO, ampubonruueckyro (m.e. KamaodoIuuecKyo
U AHAOOIUYECKYIO), IHEP2EMUUECKYIO U 8000POOOOHOPHYIO POJlb.

HNuterpaunonnast pons coctout B ToM, uto L[TK mpencrasiser co0oit koneunsviti oowuii
nymb OKUCeHus1 TOIUIUBHBIX MOJIEKYJ — YTJIEBOJIOB, JKUPHBIX KUCIOT U aMUHOKHCIIOT.

B LITK npoucxonut oxucnenue ayemun-KoA — smo kaTadoamdeckas poio.

AHaloanveckasi poib LUKJIA 3aKI0OYA€TCd B TOM, YTO OH IOCTABIISIET NPOMENCYMOUHbBLE
npooyKkmul sl buocunmemuyeckux mpoueccos. Hanmpumep, okcanoarerat UCONAb3yeTcs sl CHH-
T€3a acnapmama, o.-KeTorIyTapaT — JUisi o0pa3oBaHus 21ymamama, CyKIMHUI-KoA — niis cuHTesa
eema.

Opnna monekyna AT® obpazyercsa B LITK Ha ypoBHE cybcmpammuozo ¢hocghopunuposanus —
5MO IHEP2EMUYECKAs POlb.

Bonoponnonopunas ponb coctout B ToM, uto LITK obGecnieunBaer BocCTaHOBIEHHBIMH KO-
depmenramu HA/[H(H*) u ®A/[H> npixatenbHYIO LElb, B KOTOPOH MPOUCXOJUT OKHCICHUE BOIO-
poaa 3TuX KohepMeHTOB 10 BOABI, conpsikeHHOE ¢ cuHTe30M AT®. [Ipu okucieHnn ogHON MoJie-
kyuel atetui-KoA B LITK obpasyrorest 3 HAJTH(H™) u 1 ®AJTH>

Boixon AT® nipu okucienuu anetuia-KoA cocrasiser 12 monekyn AT® (1 AT® B IITK na
ypoBHe cybOcTtpatHoro (GochopunupoBanus u 11 Monekyn AT® npu oxkuciaeHUH 3 MOJEKYI
HAJIH(H") u 1 monexynst ®AJTH> B ApIXaTeIbHOMN HEH HA YPOBHE OKUCIHUTEILHOTO (HOCHOpHIIH-
poBaHU).

. PETYJISIIUS LITK

Ckopocts ¢pyakuunonuposanus LITK Touno nogornana x nompednocmu xknetok B AT, T.e.
uuki Kpebca conpsikeH ¢ IbIXaTeNbHON LENblo, QYHKINOHUPYIOMIEH TOJIBKO B a3pOOHBIX YCIOBH-
aX. BaxkHOHN perynsTopHON peakuueil LMKIA SBISETCA CUHTE3 nuTpaTta u3 auetwin-KoA u okcaino-
aneTara, IpOTEKAIOUIUI PU y4acTHH MUTPATCUHTA3bl. Boicokuii yposenv AT® uneubupyem nan-
Hell pepmeHT. Bropas perynsTopHas peakuus LUKIa — W30LMTpaTaeruaporeHasnas. A/J® u
HAIT" akmusupyrom bepment, HAJTH(H") u AT® uneubupyiom. TpeTbeli peryasTOpHON peakuuei
SIBIIICTCSI OKMCJIUTENIbHOE IeKap0oOKCHIMPOBaHue o-KertoriyTapata. HA/[H(H"),cykyunun-KoA
u AT® uneudbupyrom o-KeTOTITyTapaTAETHIPOreHAa3sYy.

o HAPYHIEHUS PABOTDI IITK

Hapywenue dbyakunonuposanus L{TK MoxeT ObITh CBS3aHO:

- ¢ HemocTaTKoM aretni-KoA;

- C HEJIOCTAaTKOM OKcasoareTraTa (OH oOpaszyeTcs pu KapOOKCUIUPOBAHUU MUPYBaTa, a Mo-
CJICTHUI B CBOIO Oouepeib MPHU pacmaje yriieBonoB). HecbamaHCHpOBAaHHOCTh palpioHa MO YTJIEBO-
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JaM BJeueT 3a coOoi BiioueHue anetwi-KoA B ketoreHnes (0O0pa3oBaHME KETOHOBBIX TE€Nd), YTO
MIPUBOJUT K KE€TO3aM;

- C HapyIIEHUEM aKTUBHOCTU ()EPMEHTOB IO MUYMHE HEJOCTATKa BUTAMHUHOB, BXOJISIINX B
COCTaB COOTBETCTBYIOIUX KO(epMEeHTOB (HeaocTaToKk BuTaMuHa B1 mpuBoaut k Hepoctatky TIID
U HapymeHHIO (yHKIMOHUPOBAHUS O-KETOTIYTapaTACTHAPOTeHA3HOTO KOMILIEKCA; HEJOCTaTOK
ButamuHa B2 Benet k Hegoctatky @A/l M HapyIIEHUIO aKTUBHOCTH CYKIIMHATIETHAPOTeHa3bl; He-
JIOCTAaTOK BUTaMHMHA B3 Biiedyer 3a coOoii HemocTaTok Kodepmenrta ammnupoBanus KoA-SH u
HapylLIeHHE aKTUBHOCTH O-KETOIIIYTapaTACTUAPOreHa3HOI0 KOMIUIEKCA; HEIOCTaTOK BUTaMHHA Bs
npuBoIUT K Hemoctatky HAJl W HapylIeHHIO aKTUBHOCTH M30LUTPATACTHAPOTEHA3bl, O-
KETOIJIyTapaTAeruApOreHa3Horo KOMILIEKCAa U MallaTJerupOreHasbl; HEJOCTaTOK JIMIIOEBOW KHC-
JOTHl TakXe MPHUBOAUT K HAPYIICHUIO (YHKIMOHUPOBAHUS O-KETOTITYTapaTAerHIPOTeHa3HOTO
KOMILJIEKCa);

- C HEJIOCTATKOM KHCJIOpoZa (HapylIeH CHHTE3 reMoriioOnHa U ()yHKIMOHUPOBAHUE JIbIXa-
TENBHOMU Lieny, a HakammBaromumics HAJIH(H™) BeicTymaeT B 9TOM cliydae B POJIM aJUIOCTEPHYE-
CKOT'0 MHT'HOUTOpa U30LUTPATAEIHIPOreHa3bl U OL-KETOIIYTapaTAeruApOreHa3HOro KOMILIEKCA)

3amanus IS CAaMOCTOATEIbLHOU Pa0d0ThI, BHINOJHSAEMbIe B pa0doyell TeTpaau:

1. Kakue coenuHeHUs ABIsAOTCS McTouHUKaMu arleTiii-KoA, IIIYK, o-kerormyrapara mist
paboter L[TK?

2. Kakwue peakruu [[TK sBISrOTCS MCTOYHUKAMU BOCCTAHOBJIEHHBIX KOPEPMEHTOB IS JIbI-
XaTeJIbHOU Lenu?

3. B ueM 3akmrouaercs UHTErpaoHHast, aMmpuOoandeckas u sueprerudeckas poib [[TK?

4. Paccuwnraiite Beixoa AT® npu okuciennu anetmin-KoA? Ykaxute ckonbko ATO npu
3TOM 00pasyeTcst Ha ypOBHE OKUCITUTENBbHO hocPoprinpoBanus, a kakoe konrnuectBo ATD Ha
ypOBHE cyOcTpaTHOTO (HhOChHOPUITHPOBAHUS.

5. HazoBute perymstopusie ¢pepments! LITK. Kak BnusieT Bricokuit 1 HU3Kui ypoBeHb ATD
Ha aKTHBHOCTH KJIF0UEBHIX GpepmeHTOB LITK?

6. [Touemy mpu HeJOCTaTKE BUTAMUHOB TPYIIILI B mporcxoaut HapymieHue ¢GyHKIIHOHUPO-
Banus [[TK?

7. B peakiusax L{TK oTcyTcTBYeT KUCIOPOI, OHAKO UK pabOTaeT TOJIBKO B a3pOOHBIX
ycnoBusix. O0bscHUTE Touemy?
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