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[ToHaTMe 00 yrnesoaax, pacnpocTpaHeHne B npupoae
N 3Ha4YeHne Ang opraHn3mMa XMBOTHbIX.
[lepeBapuBaHue n BcackbiBaHWE yrneBodos.
KaTtabonuam rntoko3sbi.

BuoCKHTE3 rmukoreHa (rnmkoreHes).

[ NtOKOHeoreHes.

[leHTO30poCcaTHbIN NYTb NpeBpaLleHNa yrnesoOos.
MeTunmanoHaTHbIU NyTh.

Perynauna obmeHa yrnesogos.

HapylieHusa obmeHa yrrneBoaos.



 OYHKUNU YrNeBOAOB.

/
Yra €BOoJAbl — OJOTO AJIbACTHUIAO- HN  KCTOHOIIPOHU3BOIHBLIC

MHOI'0OQTOMHBIX CIIMPTOB, UX LUKIAYECKUE POPMBI U IIPOIYKTHI UX
KOHIEHCAITUH.

e Dueprernyeckasi (Ipu OKUCIECHHM | T yrieBOAoOB BblaesieTcs 4,3 KKaj

SHEPIUN);

e  CTPYKTYpHasi - BXOASAT B COCTaB OHMOMOJICKYN (Hampumep, pudo3za —
COCTaBHOM  KOMIIOHGHT  HYKJICHHOBBIX  KHCIIOT, HYKJICOTH/IOB,
HYKJICO3UJ0B,  KODEPMEHTOB  HYKJICOTHIHOTO  CTPOCHHS,  psna
MaKpOAPrUYECKUX COCAUHECHUN);

. 3amuTHAsE (HalpuMep, THUaIypoOHOBas KHCIOTA, BBITIOIHSAS POJb

«CKJICMBAIOIIETO, IIEMEHTHUPYIOIIETO» BEIIECTBA, CIYKUT OapbhepoM,

MPEAOXPAHSIONIMM KJIETKM OT IPOHUKHOBECHHUS MHUKPOOPTaHU3MOB U

SJIOBUTBHIX BEIIECTB, QHTUICHHAs CHEHU(DPUYHOCTh HMMYHOINIOOYJIHHOB

OCHOBAaHa Ha YIJIEBOJIHOM KOMIIOHEHTE) U JIP.

B 3aBUCHUMOCTH OT XMMHUYECKOIO CTPOCHHUS YITICBOIBI JICIATCS HA MIPOCTHIE
(MOHOCaxapubl, HE IIOJABEPraroIIdecs THUIPOIN3Y) U CIOXKHBIE (OJIMIO - U
MOJIUCAaXapU/Ibl, TAIOIIHAE IIPH ITOJTHOM THIPOJIN3E MOHOCAXapUIbI).



OPraHU3M XMBOTHBIX YIJIEBOJbI TIOCTYIIAIOT B BUJIE
noaucaxapudos (Kpaxmasi ¥ KjeT4yaTKa), ITMCaXapHI0B U B
HE3HAYUTEeTbHOM KOJIUYeCTBe B BUJEe MOHOCAXapHUJOB.

In- 1 monrcaxapyuabl B XXeMyJOYHO-KALIEYHOM TPAKTe
MO BEPTAIOTCS e iCTBUIO MTHUIIleBapUTETbHBIX PepMEeHTOB Kjacca
rUApo/a3, MOAKIACCA ITTUKO3U/IA3.

a-amunasa ManeToTpHo3a
—  Onwrocaxapuab
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Kaemuamuka (11e/1110/103a), COCTOSIIIAS. U3 OCTATKOB B-D-
IIIOKO3bI, COeIUHEHHBIX [3-1, 4-2/1UKO3UOHbIMU CEA3AML.

[Tox BiusinreM depMeHTa ue/1t01d3bl,
BbIpA0ATHIBAEMOTO MUKPOQIOPOI pyOlia JKBAYHBIX U CJIETIOU
KMIIKH JIOIA Iel, KJeTYaTKa I'UAPOIN3yeTCs:

+H,0
Kiaeruatka —— 1e/L100M03a

Ileano6uo3sa nop, feficTBEM Ie/LUIOOHMA3BI (TaroKe
BbIpabaThIBaeTCst MUKPOdIOpoit) paciieruisieTcst 10 -D-r1roKo3bl.

+H O
Llennobuoza —— 2 B-D-rarokosbl



B manbHeimmevacts-3-D-ITI0OKO3BI MO A€ICTBUEM
pepMeHTOB MUKPOOPTraHNU3MOB MOABEPTraeTCsl Pa3TUIHBIM
BUaM Opo)keHusA. [Ipu 3TOM 00pasyroTcs jieTy4dre YKUpPHbIe
KHCI0THI (YKCyCHast, IPONMOHOBaA, MaC/IsTHAsA, MOJIOYHAs),
aNbAEeruabl, KETOHbI, CHUPTHI, ra3bl. OCHOBHAsA Macca YXUPHBIX
KHCJIOT BCAChIBAETCS CJIM3UCTOM 000IOYHOM MHOTOKAMEPHOTO
YKeJTyAKa YXBAaYHbIX. YacTh N3 HUX pacxoAyeTcss Ha MUTaHHUe
MUKPOOPTAaHU3MOB U SAABJISIETCSI MaT€ePUATIOM /IS CMHTE3a UMU
AMHUHOKHCJIOT, 0€JIKOB, TUITUI0B, HYKJIEMHOBBIX KHCJIOT U
apyrux Bemecrs. MUKpoopraHmu3mMsl, nepeBapuBasich B
HUDKE/IeXaMNX YYACTKAX XXeTYyJOYHO-KUIIEeYHOTO TPAKTA,
CJTY>KaT AJIsI TIOJTy9eHUSA OPTaHU3MOM-X0O3IHHOM OMOIOTHYI€CKH
BOYKHBIX coegnHeHun. OpraHu3M KPyImHOTr0O pOraTroro CKoTa Ha
40% u 0oIee MOXKeT yIOBJIETBOPATH CBOH JHEPreTu4YeCcKue
IMOTPEOHOCTH 3a CYET BCOCABIIMXCA B MMPeIKeTyAKaX )KUPHBIX
KUCJIOT. Y KOPOB MMOJIOBUHA YKCYCHOM KM CJIOTHI, BCOCABIIEMCS U:
IpeaKeTyIKOB B KPOBb, TOCTYIIA€T Ha OMOCHHTE3 JKHUpa
MOJIOKA.
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~— MONIOYHBIN caxap PaCIIETUISIETCS TIO/
TeCTBUEM JIAKTAa3bI:

MOZBEpraeTCs AeUCTBUIO pepMeHTa caxapasbl:

+

JlaKkTa3a M caxapa3a aHaJIOTUYHO MaJIbTa3e
NPOAYLUPYIOTCA KJIETKAaMHU KAUILI€YHUKA, HE BbIZe/IAsCh B
MPOCBET, a I UCTBYIOT HAa IOBEPXHOCTHU KJIETOK

( ).
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BcacbiBanme yriieBoaoB

BcackiBaHVe MOHOCAXapHUAOB MPeACTaBAsAeT CO0O0 CIOYKHBIH
OMOXMMHYECKHUI MPOoLecC WX TPAHCMOPTA Yepe3 MeMOPAHbI KJIETOK
TOHKOTO KAIIeYHUKa.

[I[poHMKHOBEHNE MOHOCAXapPHU/OB Yepe3 KJIETOYHbIe MEMOPAHBI
nmpoucxosuT nmyrem 1ud¢y3nu v myreM aKTUBHOTO TPAHCIOPTA C IOMOIIBIO
O0€eJIKOB-TIepeHOCYHUKOB.

Eciy mpuHATH CKOPOCTH BCAChIBaHUS TTIOKO3BI 3a 100 %, TO a1s
raJIaKTO35bI 3TOT MOKa3aTexb — 110 %, a s pykTo3sl - 43 %. Bo Bpems
BCAaChIBAaHHUA MOHOCAXapuabl GocPopUINPYIOTCA M YACTUIHO
TAayTOMepPH3YIOTCsA (rajlakTo3a, MAaHHO3a, QPYKTO3a) B ITTIOKO3Y.

Taxkum 06pa3omM, OCHOBHOI MOHOCAXapu/, MOCTYNAKIIAA B KPOBOTOK
U3 KUIIEeIYHUKQ, - T/TI0K03a.

ITo BOpOTHO¥1 BeHe OHA JOCTAB/IAETCS B MeY€Hb, YaCTUIHO
3a/Iep)KUBAETCA KJIeTKaMHY mevyeHH (OTKIaAbIBasCh PO 3arac B BUAE
IJIMKOT€HA ), YaCTUYHO MOCTYIIAaeT B O0OI[Mi1 KPOBOTOK U M3BJIEKAETCA
KJIETKAQMH JPYTrUX OPTAaHOB U TKaHEMH.

MoHocaxapubl KPOBH HCIIOIB3YIOTCSA ISl JHEPreTHIeCKNX
noTpedHOCTeit opranusma (60-70 %), ais cunresa TunugoB (30 — 35 %), Aas
oOpa3oBaHusA I'TMKOreHa (3 - 5 %).

/






[locTynne rmeBoAoOB B SHTEpPO :
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' . — Genku-nepeHoc4YMku (TpaHcnopTepsl) PPYKTO3bI;
( ) — Benku-nepeHocHmMKn (TPaHCMNopTepb!) MIOKO3bl;
‘ ’ — Nat*-zasncumbin Genoxk-nepeHocHUK;
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MeTabonuam rnoko30-6-choccpaTa
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A3pOOHbLIN aTan OKUCIieHusA

AHa3poOHbLIN 3Tan
OKUCIIeHMs nupyBaTa
(oOpa3oBaHuMe nakraTa)

UUKN pebca, AbixaTenbHas
Lenb).

C.H..O

sH,,05 + 6 O, — 6 CO,+ H,0O + 2820 k[x/Monb.
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[MnKonnsa - aHadpobHOe npeBpaLLeHUE MTHKO3bI,
nokanuayoLleecs B LMTO30r51e 1 BKIoYaroLlee aBa atana
n3 10 dbepMeHTaTMBHbLIX peakLni.

lNMepBbIM 3TAN rMMKonusa
[lepBaga peakuus rnmkoniMsa CBOAUTCS K NpeBpaLleHuto
[MIOKO3bl B peakLMOHHO-CNOCOBHOE cCoegMHEHME 3a CYET
doochopunnpoBaHma 6-ro, He BKITKOYEHHOIO B KOSbLO,
aToma yrrepoga. 9Ta peakums siBngeTcs nepeomn B NtoboMm
npeBpaLleHnn rMKOo3bl, KaTanusnpyeTca 2eKCoOKUHa3oU.

BTopasa peakuus Heobxoamma Ans BbiBEAEHUS eLle
O4HOro atomMa yrnepoga mus Konbua ang ero
nocneaytowero pocgopunmpoBaHna (pepmeHT
usomepas3sa). B pesynerate obpasyercs ppyKkTo30-6-

doocdar.

TpeTbsa peakuusi — pepMeHT ghochohpykmokuHasa
docdopunupyet dppykTo30-6-dooccat ¢ obpasoBaHNeEM
NOYTU CUMMETPUYHOW MOSEKYbl PPYKTO30-1,6-
andocdarta. ITa peakumns BAAeTCs rmaBHOM B
perynsunm CKopocTu rmnkKonmsa.



B yeTBepTOon peakuunm cbpyKToso -1 6-p,md3ocd)aT paspesaeTcs nononam gpykm
dughocgpam-anbdonaso:

/
ATas peakuusi NOAroTOBUTENbHOMO aTana — nepexon, rnmuepanbnermncboccbaTa 7
anokcuavueToHdocdaTa Apyr B Apyra npu yyactun mpuo3oghocghamu3somepassl.

PaBHOBecKue peakumn caBUHYTO B NOMb3y AMOKCHaueToHdocdaTa, ero gongd
coctaBnsaet 97%, npona rnuuepanbgerngdocdata — 3%. 3T1a peakuus, npu Bcen ee
NpoCTOTE, onpeaensieT aganbHenwWwyo cyabdy rmoKo3sbl:

rpu HeExeamkKe 3HepaulU 8 Kremke U akmueauuu OKUCIEeHUS 2/1t0KO3bl
OuoKcuauemoHgocgham ripegpauwiaemcs 8 ariuyeparnboeaudgpocgham, Komopbil dariee
OKUCISiemcs Ha 8mopoM amarie 2/iuKkosu3a,

rnpu docmamoyHoM Koriudecmee AT®, Haobopom, anuyeparnboeaudgpocgham

uslomepusyemcsi 8 uoKkcuauemoHgpocgam, u rnocriedHUU omnpassemcs Ha CUHMe3
cHr—o— (P

XKUpO8. ®—°—°®
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BTopon atan rnMkonusa — 3To ocBoboXaeHne

/\QLGQ'MM, cogepxallenca B
rmuuepanbaer , acaHue ee B chopme

M
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" HAL
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KUuNnala AT®
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o
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Hz=0—(P)
J«<hochornnuepar

ATS.

LLlecTtasa peakuus rmukonusa (pepmMeHT
anuuyepanboeaudgocgham-0ec2udpo2eHasa) —
OKUCNneHne rmuuepansaerngdocdara u
npucoeguHeHne K Hemy ooCOPHON KNCIOTbI
NpuBOAUT K 0O6pa3oBaHMIO MaKpO3Prn4ecKoro
coeanHeHuna 1,3-gndocdornnuepuHOBON KUCNOTbI U
HALH.

B cegbmon peakuunmn (pepmeHT
¢gocpoanuyepamkuHasa) 3Heprus
doocdoadmpHon CBA3KN, 3aknoyeHHasa B 1,3-
andocdornuuepate TpaTtuTcs Ha obpasoBaHue
AT®. Peakuunsa nonyymna gonosiHUTENLHOE Ha3BaHMe
— peakumsa cybcmpamHoz20 ¢hocghopusiuposaHusi,
YTO YTOYHSET UCTOYHUK SHEPTUM AN NONyvYeHns
Makpoapruyeckom ceasu B AT (ot cybetpata
peakummn) B OTIINYME OT OKUCIIUTESNBHOIO
doocopunupoBaHua (OT ANEKTPOXMMNYECKOTO
rpagueHTa NOHOB BOAOPOAAa Ha MemMbpaHe
MUTOXOHODUN).
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Bocbmaga peakunsa — CUHTE3NPOBaHHbIN :/
npenpbiaylilen peakuui 3-pocdornu noA
BNUsiHNEM ¢bo yma3bl

usomMmepusyemcsi B 2-cpoccornuuepar.

[leBsTasa peakunsa — epMeHT eHoJsia3a OTPbIBaET
MOJiekyny Bodbl OT 2-doocdornnuepuHOBON KUCNOThI
N NPMBOANT K 06pa3oBaHNI0 MaKpPO3PrMyeCcKom
doochoapmpHOM CBA3N B COCTaBE
doocdoeHonnmpysara.

[ecartas peakums rnmkonmnaa — ewe oaHa peakums
cybcTpaTHoro hocopunnmpoBaHma — 3aknoyaeTcs
B NEpeHoce nupyeamkuHa3ol MakpO3prm4eckoro
docpata ¢ dpocpoeHonnmpysaTta Ha AP n
obpasoBaHMN MMPOBUHOIPAAHON KUCNOTHI.

[MocnegHsas peakums 6ecKMCnopoaHOro OKUCEHUs
[MOKO3bl, OAMHHaaUAaTas — obpa3oBaHME MOMOYHOM
KMCIOTbl N3 NupyBarta nog 4eNCTBMeEM
naktataerngporeHasbl. BaxHo To, 4TO 9Ta peakuus
OCYLLECTBNAETCA TONbKO B aHA3pPOOHbIX YCIOBUSIX.
OTa peakuusi Heobxoanma krneTtke, Tak kak HAH,
obpasytowumncsa B 6-1 peakumn, B OTCyTCTBUE
KUCIopoaa HE MOXeT OKUCNATbCH B MUTOXOHODUSAX.



MeTtabonuam nupyBaTta B aHa30pOHbIX ycnos

edenéHHbIX cUTyauusx obecnevyeHme KMCNopoaoM TKaHEN MOXET He
COOTBETCTBOBATb X NoTpebHocTAM. Hanpumep, Ha HavanbHbIX CTaAUAX UHTEHCUBHOM
MbILLEYHOM paboTbl NPU CTPecce cepaeyHble CoKpaLleHUst MOryT He JOCTUraTb HY>KHOM
4acToTbl, 8 MOTPEOHOCTM MbILLILL B KUCNOPOAE AN a3pobHOro pacnana rnoko3bl BEMUKK.
B nogobHbIX cnyyasx BKNHOYaeTCs NPOLIECC, KOTOPbLIN NpoTekaeT 6e3 kucrnopoaa u
3aKaH4MBaeTCcs 00pa3oBaHNEM JJTakmama U3 nupoeuHo2padHoU KUC/1omail.

OTOT npouecc npoTekaeT 6e3 Ncnosfib30BaHMA KMCopoaa 1 nodToMy He 3aBUCUT OT
paboTbl MUTOXOHAPMANbLHOW AblIXaTenbHOW Lenu.

AT® obpasyeTtcs 3a CHET peakuum cybctTpaTHOro oocdopunmnpoBaHma.
CyMMmapHoe ypaBHEHME npouecca:

C.H.,0, +2H,P0,+2A0®=2C,HO,+2AT® + 2 H,0.

9 NADH+H*  NAD' 2

be U1, i3
KTI8 » RGO
- —r- ———— ——— -l —————

CH, Nakratgermaporexasa CHs

Mupyear Nakrar



[na ctabunbHOro NpoTekaHus rmukonmnsa B 6eCcKkUCiopogHbIX YCnoBuax Heobxoanumel psia n bIX
YCNOBWM:

1) noct € TTHOKO3bl, : l//

_2yHanvyne MMHUMarnbHbIX Konnyects AT® anga aktusauum npouecca Ha nepsoMm aTane ;
3) HannyMe MMHUMarnbHbIX Konndects AP kak akuenTopa ans pocgaToB Ha BTOPOM 3Tane,
4) nonosiHeHWe 3anacoB okucrieHHoro HAJL ansa wecton peakumu.

Ecnun nepBble Tpu ycrnoBus nogpasyMeBaroTcsa camm cobomn, To AN peLLEHNS YHETBEPTOro YCIoBUS
HeobxoaMMOo cneaytoLlee:

B aHa3pObHbIX ycnoBmsax obpasyembin B LLECTOW CTaguu rmuuepansaernadgocdar-
aerngporeHasHoun peakuun, HAJH ncnonb3yetcs B peakumn 4519 BOCCTaHOBNEHUS nupysaTa g0
naktata. Obpasyembint Takmm obpasom HAL onsaTb BO3BpaLLaEeTCs B LLECTYIO peakumio.
CnepoBarternbHO, KNneTke He HYXXHbl 4oNofTHUTerNbHble UCToYHMKM HALL n gononHuTernbHble cnocoobl
ybopkn HALH! INpouecc nogoaepXMBaeTcsi CaMoCTOATENbHO.

[Mpouecc umknnyeckoro BocctaHoBneHust n okmcnenuns HAJL B peakumsax aHasapobHOro OKUCEHUS
[MIOKO3bl MOMYyYn Ha3BaHWE aJIuKoIuUmMuU4Yeckasi okcuodopeldyKUUs.

rmoxoza

v
MmMwuwuepansaerna-
cthochar
HALD -
FrA®-deaudpozenasa ‘
~» HALOH
1.3-andochornnuepar
- + HAL
‘ HALH
v r
Mupysar » MonouyHass kmcnora
Nakmamodeaudpozenaia




= Inioko3a

Fexcoxunaza | 2AT®
docodpyxmo- <> 200
KUNala P
lnuuepanbaerma:
( (ocdpar
HAL
FA®-dezudpozenala ( 4
HALH
9 x{ 1,3-anpochornuuepar
®ocoznuyepams | _— 2 ALO
KUNa3a ' 2 ATO
Nupyeamxunaza |
k Mupysar < » [lakrar
Nakmamdeaudpozenala
1 aran ruKonuaa -1 ATO -1 ATO
1 aran raukonK3a ~-1ATO -{1ATO
2 3TaN IMKONK3A + 1 HAH +IATO
2 MoneKynbl | 2 aTan ruKonu3a +1ATO +1ATO
(MAUCPANBACTHA- | 2 aran rmukonuza +1ATO +1ATO

(ocpara Naxrarperwgporenasa -1HAH  -3ATO

Wroro: =24 2+ (3+141-3) = 2 ATO

AHa3pOBHbIN FMUKON3 NO CPaBHEHWUIO C
a3pobHbLIM MeHee apdekTuBeH. B aTom
npouecce katabonnam 1 rnoko3bl 6e3 yyacTus
MUTOXOHAPMANbLHOW AblXaTeSfibHON Lenm
conpoBoxgaetca cuHtesom 2 ATO n 2
naktata. AT® obpasyeTca 3a CYHET 2 peakuunn
cybcTpaTHoro pocopmnnmpoBaHums.
[MocKosbKy rroKo3a pacnagaeTcd Ha 2
doochoTprosbl, TO C Y4ETOM
CTEXMOMETPUYECKOro KoadpdumumeHTa, paBHOro
2, KOJIM4EeCTBO MOJ1b CUHTE3MpPOoBaHHOIO ATO
paBHO 4. YuuTtbiBas 2 ATO, ncnosnb30BaHHbIX
Ha NepBOM aTane rnmMKonmsa, nonyvyaem
KOHEYHbIN 3HepreTnyecknn apdekT npoLecca,
paBHbIN 2 AT®. Takum obpasom, 10
LIMTO30MbHbIX DEPMEHTOB, KaTannanpytoLLmnx
npeBpaLleHmne rKo3bl B NMpyBat, BMeCTe C
JlakmamoeauodpozeHa3ou obecnevynBaioT B
aHa’pobHoM rnukonnae cnHtes 2 ATO (Ha 1
rNoKo3bl) 6e3 ydacTna kncnopoaga.



Bbunonornyeckasa 3Ha4yeHne aHa3pPooOHOro

 —  npeBpalleHWA THOKO3LE
T npeBpaLeH

. JHepreTuyeckoe. AHaYpPOOHOE MpeBpalIeHUE TIIOKO3bl — UCTOYHUK AT® a5 GMOCUHTETUYECKUX
MpOLIECCOB (MAYIIMX C TOMIOMIEHHEM SHEPruu), Ui MPOIECCOB MBIIIEYHOTO COKpPAIICHUs U
aKTUBHOTO TpaHcHopTa. B spuTponurax, He UMEIOUUX MUTOXOHAPUN, a CIeI0OBAaTeNIbHO U (PEPMEHTOB
LITK, norpedbHocts B AT® ynoBieTBopsieTCs TOJIBKO 3a CUET aHA’POOHOro pacraja YIIeBOJOB.
TI'nukonus naet 2 mojiekyjbl AT®, a iukozenonus - 3 AT® B pacuere Ha 1 MOJIEKYITy IIFOKO3BI.

DHepreTuueckuil 0anaHC TMIUKOTeHONM3a cocTaBigeT 3 mojekyiasl AT® B pacuere Ha 1 momnekynmy
r1toKo3bI (+ 4 AT® Ha ypoBHE cyOcTpaTHOTO (oChHOpHIMPOBAHUS B TEX K€ PEAKIIMIX, YTO U IIPH IIIUKOJIU3E
-1 AT® B pochodpykroknnaznoi peaknuu: O-6-O — d-1,6-D).

O} PeKTUBHOCTDh UCTIONB30BAHUS YHEPTUU TIPU TIIUKOJIM3E M TIIUKOTeHonn3e cocTaBisieT 35 - 40 %,
octanbHbie 60 - 65 % paccenBaroTcs B BUJE Terjia. TakuM 00pa3oM, ¢ SHEPreTUYECKOM TOUKH 3PEHUS
aHa’pOOHOE OKUCIICHUE YTIIIeBOIOB HEA(D(HEKTUBHO, OAHAKO (PU3HOJIOTUYECKOE €T0 3HAYECHUE BEJIMKO, TaK KaK
OpraHu3M MOXET BBITIOJIHATH CBOM (DYHKITUH B YCIOBUSIX HEIOCTATOYHOTO CHAOXKEHHUS KUCIOPOIOM;

- aHa0omyeckasi (MPOMEXKYTOYHBIE MPOMYKTHI UCIOIB3YIOTCS JUIsi OMOCUHTETUYECKUX MPOIIECCOB,
Hanpumep, JIAD - ana oOpazoBaHus JIUMUA0B, MUPYBAT — JAJI CHHTE3a HEKOTOPHIX aMUHOKHCIIOT);

- peryasitopnasi (1,3-A®PI" mpeBpamiaercst B opranusme B 2,3-JIPI, perynupyrommuii cpoacTBO
reMornioOuHa K kucinopoay. Uem Beiiie yposens 2,3-/{PI7, TeM HUXE CPOACTBO U HAOOOPOT).



ekT MacTepa _——
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OTO CHWXEHME NOoTpebrieHna rmioKo3bl U NpekpalleHne NpoayKumMm Morio4HOM KUCHOThI
KITETKOM B MPUCYTCTBUK KNCITOpoaa. brnoxmmmyeckmn mexaHnam agpdoekta 3akroyaeTcs
B KOHKYpPEHLUWUU 3a NUpyBaT Mexay nupyeamadezudpo2eHa3ol, npespallatoLlen
nupyeat B auetun-S-KoA, un slakmamadezaudpozeHa3ol, npespallatoLlen nmpysar B
nakrar.

Y nupyeamodeaudpozeHa3bl CPOACTBO ropasao Bbile M B 0ObIYHbIX a3pOOHbIX
YCINOBUAX OHA OKUCNAET B60MbLUYK YaCTb MMPOBUHOIPaAAHOW KUCNOThI. Kak TONbKo
NOCTYMNSIEHME KMUCopoaa YyMeHbLUaeTcs (He4oCTaToOK KpoBOOOpaLleHus, TpoMb0o3 1 T.M.)
NpoOMCXoaNT criegytoLlee:

BHYTPUMUTOXOHAPMANbHbIE npouecchl abixaHna He nayt n HAH B gbixatenbHou uenu
He OKMUCNAeTCH, MOMeHTanbHO Hakannmeawwmncs B MUToxoHapmax HALH topmosut
LUUKN TpuKkapOoHOBbIX KMCIOT, aueTun-S-KoA He BxoauT B LUTK n nurnbupyet NBK-
deaudpozeHa3sy.

B aTon cutyaumn nnpoBuUHOrpagHoOW KUCIIOTe He OCTAeTCH HUYEro MHOIo Kak
npeBpaLlaTbCs B MOSIOYHYHO.

[Mpn Hann4um knucrnopoaa nHrnbunposaHue NBK-germaporeHasbl NpekpallaeTcsa U OHa,
obnapas 60nblWNUM CPOACTBOM K MUPYBATY, BbIMIPLIBAET KOHKYPEHLNIO.



MmMuuepondocdaTHbIN YENMTHOYHbLIN MEXaHU3M.
e

Limmvyo30ons MurToxoHapmna
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KntoueBbiMn doepmeHTamu rmmuepondocdartHoro YernHoka siBnsoTca nsoepMeHThl es1uyepos-3-
¢ghocham-0ecudpozeHasbl — UNTONNA3MaTUYECKUIA U MUTOXOHAPUanNbHbIN. OHKU oTNMYatoTCs
CBOUMU KObepMeHTaMM: y uutonnasmatunyeckou opmbl — HALl, y MUTOXOHAPUAribHON —
PAL.

B untosone metabonutbl rmmMkonusa — gnokcuavetoHgocdat u HAH obpasytot rmuuepon-3-
doocdhat, nocTynarLwmnn B MaTpUKC MUTOXOHAPUW. TaM OH okucnsietcs ¢ obpasosaHnem GALH2.
HNanee ®A[JH2 HanpaBnseTcsa B AblXaTENbHYIO LIEMNb U UCMONb3yeTCcA AN NONyYeHUst 3HEPTUN.
Taknm obpasom, B pesynbrarte AeNcTBum YenHoka umtosonbHbin HAH+H+ kak Obl
"npespallaetcsa” B MutoxoHapunansHbin GALH2.

OTOT YENHOK aKTUBEH B NeYeHn 1 Berbix CKeeTHbIX Mbillax U HeobxogmMm Ans nosiydeHnd
SHEPrum 13 rrKo3bl NPy paboTe KNeTKuW.

OOdHako, ecnu 8 krnemke umeemcsi U3bbImok aHepa2uu (CocmosiHUe MoKosi, nocsie edbl), Mo 4yacmsb
anuueporsi-3 gpocghama e MUMOXOHOPUIO He nolidem, a 6ydem ucnosib308ambCs 8 UMo30Jsie
2enamouyumoe 0s1s1 cuHme3sa ¢ghocghosiunudoe u mpuayus2uueposios.



OTOT MexaHu3Mm boriee CroXeH: NOCTOAHHO MayLLMe B uuTonnasme peakunm TpaHCaMUHUPOBaHUSA
acnaparMHOBOW KMUCIOTbI MOCTaBMAKT OKcasnoaueTart, KOTOpbIv Nog AeUCTBMEM LUTO30SbHOrO nyna
ManargerngporeHasbl 1 3a cuet "rmukonutundeckoro” HAH BoccTtaHaBnueaeTtcs Ao A6r104HOM

KMcnotol (ManaTa).

[MocnegHAs aHTUMOPTOM C Q-KETOrfyTapaTtoM NPOHUKAET B MUTOXOHOPUN U, ABMISASICL METaboNUTOM
LITK, okncnsaetcsa B okcanoauetat ¢ obpasosaHnem HALH. Tak kak membpaHa MUTOXOHOPUN
HernpoHuuaema Ang okcanoauerara, To OH aMUHUPYETCS A0 acrnaparMHoBOW KAUCNOTbI, KOTOpas B

obmeH Ha myTamMaTt BbIXOOUT B LUNTO30J1b.

Takum obpasom, atombl Bogopoda ot uutosonbHoro HALH nepemeluatotcs B coctaB

MuToxoHapuansHoro HAH.
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Wro meTaGonuama_—

= nupyBaTta

3 umto3ona nnpoBMHOrpagHas KMcnota CUMNopToM ¢ MoHaMmn H+ aBuXeTcsa No NpOTOHHOMY
rpagneHT B MUTOXOHOPUN.

B MntoxoHapusix rnaeHbl NyTb npeobpasoBaHns NBK B adpoOHbIX YCNOBUAX — OKUCTIUTENBHOE
aekapbokcunmpoBaHue npu NoOMoLLKN rnupyeamaoe2udpo2eHazHo20 My1bmugepmMeHmMmHo20
KoMIisieKkca, COCTaBHOM YacTbio kKoToporo aensieTca KoaH3mm A (CoA). B pesynbrate obpasyetcs
auetmn-CoA. OkucneHne nupysata n obpasoBaHue auetus-CoA — o4eHb CNOXHbIN NPOoLECC.

CymMMapHoe BblpaXkeHue 3Toro npouecca:
CH,COCOOH + HALl+ + CoA-SH — CH,CO ~ S-CoA + HA[JH + H+ + CO,

OTa peakuma UAeT B KIETKE NOCTOSHHO, ABMASACh aHarsiepomu4yeckou (NOMNoOSTHAKLLEN) peaKkumnen
LITK.

Auetnn-S-KoA sosrniekaetcsa B LUTK u, okucnasack, gaet 3 monekynol HAOH, 1 monekyny ®AH2, 1
monekyny I'T®. Monekynsl HAOH n ®ALIH2 oBuxkyTCca B AbixaTelbHYHO Lerb, rae npy nx
okucneHum B cymme obpasyetcsa 11 monekyn AT®. B uenom npu cropaHnum ogHom
auetorpynnsl B LUTK obpasyetca 12 monekyn AT®.

Cymmupysa pesyrnstatbl OKUCIIEHUS "rmukonuTmuyeckoro” n "nupyearaervgporeHasHoro” HALH,
"rmukonutndecknin” AT®, aHepretndecknn soixoq LITK n ymHoxas Bce Ha 2, nonyvaem 38
monekyn ATO.



: 2 AT®
2 A0

Mexcoxunasa

®ocpodPpyxmo-
Kumaza ¥

Mmuuepansaerna-
docoar

HAL
rA®-deaudpoaenasa K HAQH — —

1.3-aucpochornuuepar
®ocpoanuyepam- 2A00
Kunasa o < ;fro
Nupyeamxunaza v
Nupysar

nBK-deaud s
pozenaia HAQH— —

Auervn-S-KoA

}

Uumn
TPpmKapboHoBLIX
KMCNoT

3 HALOH 3 H.
1 OﬁHz 1 Oﬁﬂ /
v ’

N o - —
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2 Monexyns

MKYepanbaenia- ¢

(poccpara

1 aran rukonuaa -1AT® -1ATO
1 aran rukonu3a -1ATO -1ATO®
( 2 3Tan IMUKONM3a +1HAQH +IATO®
2 3Tan MWKONKH3a +1ATO® +1ATO
2 3ran rmuKonu3a +1ATO +1ATO
NBK-perwaporesaza  +1HAQH +3ATO
UTK +11MTO +1ATO
UTK + 3HAH +9ATO
\ UTK +1OA0H; +2ATO

Wroro: =2 + 2+ (3+14143+14942) = 38 ATO



Pusuo YeCKUiA CMBIC/ TTUKOAM3a
—=—1. Y adpOOHBIX OPraHU3MOB FJIHM

MOATOTOBUTE/IbHBIM 3TAIOM AbIXaHMs. B mpoiecce rankonnsa
MIPOUCXOAUT MeJJIEeHHOE BblJIe/IeHWe SJHEPTUH, YaCTh KOTOPOU
3aMacaeTcs B MAKPOIPrUUYeCKUX CBA35IX CUHTe3UPYeMbIX MOJIEKYT
AT® 1 MOXXeT MCTIOTb30BaThCS AJ1sI PAOOTHI KJIETKH.

/7

= 2. [7IMKonmu3 obecrneyrBaeT KJIETKY IPOMEeXYTOUYHbBIMU
MeTabOoIUTaMH, U3 KOTOPBIX MOTYT CHHTEe3HUPOBAThCSI HYKJIEMHOBbIE
KHCJIOTHI, O€/IKH, YKUPBI U yIieBoabl. Hanmpumep, mupoBrUHOrpagHas
KHCJIOTa MOXXET aMHUHHPOBATHCS C 0Opa3oBaHHEM aJlaHWHA —
AaMHHOKMCJIOTBI HEOOXOOMMOM [IIsI CUHTe3a OeJIKOB.

= 3. B mmukonm3 cnoco6eH perympoBaTh X0 APYTUX PU3UOTOTUIECKHIX
npolieccoB B KeTke. Hampumep: o6pa3oBaHme M3 KaXKI0U MOIEKYITBI
Te€KCO3BbI JBYX MOJIEKYJI TPUO3 MOXET YBEJIUYUTH OCMOTUYECKUM
MMOTEHILUAJI YTO MOBJIMSET, B CBOIO OYepeib, HA IIOCTYIJIEHUE BOJBI B
KJIETKY.

= 4. ['mukonus — pusnonornyecku HaubosIee JaBHUM CIIOCO0
MoTyYeHHsI CBOOOIHOM dHepruu. Jl/isi CBoero ocyiiecTBaeHUs eMy He
HY>KHBI CIeliMa/IbHble OpTaHe UIbl, U TPeAII0/IaraloT, YTO ero peaKiuu
KaK-TO CBsI3aHbI ¢ MeMOpaHamu JP.

= 5. Ene omHO#M 0CO6€HHOCTHIO ITUKO/IN3A SIB/ISIETCS TO, YTO €r0
peakiu 00pas3yoT TUHEHHYIO M0C/IeI0BATeIbHOCTD, A HE UK,
II0O3TOMY OHHM MeHee CaMOperyInpyeMbl (HeT 00paTHOI CBSI3H).



MioKoOHeoreHes e
}F@"CMHTG3 NMKKO3bl N3 Heer'IeBO,lJ,HbIX KOMIMOHEHTOB: J1aKTaTa, rll/lpyBaTa, rJ'II/ILl,epOJ'Ia,
KETOKUCI10T UUKI1a er6ca n ,ﬂ,perlX KeTOKNCJ10T, N3 aMNUHOKWNCJIOT. BCG dMNHOKNCI10ThI,
KpOMG KeTOlNeHHbIX ﬂeVlLl,l/lHa n JIN3NHA, CﬂOCO6Hb| yHaCTBOBaTb B CMHTEe3e ITTHKO3bI.
YFJ'IepO,D,Hble adTOMbDbI HeKOTOprX N3 HNX — MNMKKOINreHHbIX — NMOJTHOCTbHKO BKITHOYHAKTCHA B

MOJ1EKYITY IMOKO3bl, HEKOTOPbLIX — CMELLUaHHbIX — 4YaCTN4YHO.

Kpome nony4veHus rroko3sbl, rokoHeoreHes3 obecrneymBaeT 1 yo6opky "LwakoB" —
nakrtara, NoCTOSAHHO 0bpa3yemMoro B apuTpouuTax unm npu mMollieyHon padore, u
rnuueporna, ABMALWEroca NpoayKkToM nMnosinia B XXMPOBOW TKAHMW.

Kak n3secTtHo, B IMUKONM3€e CYLLECTBYIOT TPU HEODpaTMble peaKkunu:
nupyeamkuHa3Hasli (Oecsimasi), gpocghoppykmokuHa3Hasi (mpembsi) v
2€KCOKUHa3Has (nepeasi).

B aTux peakumsax nponcxoguTt BelcBOOOXaeHWE aHeprun anga cuHtesa ATO. [NoaTomy B
obpaTHOM npouecce BO3HUKAKOT aHepreTndeckne bapbepbl, KOTOpblE KNeTka ob6xoanT C
NOMOLLIbIO OOMONMHUTENBHbLIX PeaKLUN.

[ MIOKOHEOreHe3 BKIIOYAET BCce obpaTuMble peakumn rmukonnia, u ocobsle obxogHble
NyTW, T.€. OH HE NOSTHOCTLIO NOBTOPAET peakunn OKUCIIEHUS TITOKO3bl. Ero peakumm
CNOCOOHLI NOTWN BO BCEX TKAHSAX, KPOME MOCneaHen rmoKo30-6-gpocdarasHom peakumu,
KOTopas MOET TOSIbKO B NeYeHn 1 nodkax. [oatomy, riokoHeoreHes naeT ToSbKO B 9TUX
OBYX OpraHax.



Ha aTom aTane rnokoHeoreHesa paboTatloT ABa KrnyeBbIX pepMeHTa — B
MUTOXOHOPUAX Mupysamkapbokcusia3a v B LUUTO30Ne ghocghoeHonnupysam-
Kapb6OKCcUKuHa3a.

B xumnueckom nnaHe ob6xogHoM nNyTb AECATON peakummn BbirmaanT 4OCTaTOMHO NPOCTO:
MuroxoHapus UuTo3ons

C(:"‘.

rTe
Ioou O, are “HO®y cooH \\:j" GOOH
=0 \y \_) , ¢=0 J , §o0®
éHz

Hs nupgeam- CH2  @ocoenonnupyeam-
xapboxcunaza ¢0OH  KapBoxcuxunasa
MNupysar Buomun Oxcanoauerar ;]Oﬁc:;:y(ggsnon-

YnpouweHHbIU eapuaHm obxo0a decsimoli peaKyuu 2/1UKOJ1U3a.

OpHako, nupyeamkapbokcusiaza HaXxoanuTCa B MUTOXOHAPWUN, a
¢ghochoeHonnupyeam-kapbokcukuHa3sa — B untosone. [JononHseT npobnemy
HENnpoOHMLAEMOCTb MUTOXOHAPUanbHOM MeMbpaHbl Ansa okcarnoauetaTta. OgHako
yepe3 MeMbpaHy MOXET NPOUTN Manart, NpealecTBeHHMK okcanoauetara rno LTK.



1. W3 ymtosona nu criota CMMMOPTOM C MoHaMu H+ aBuxetca no
rpa B MUTOXOHAPUM. ’

~2-TTanee okcanoauetaT Mor Obl NpeBpaTUTLCA B hochoeHonnMpyBarT, HO Ans 3TOro cHavana oH
OOSTKEH NonacTb B UMTO30rb. [103TOMY NponcxoauT peakuusi BOCCTaHOBMNEHNSA OKcanoaueraTa B
Manart npu ydactum manatgernaporeHasnol.B pesynsrate manaT HakannmBaeTcd, BbIXOOUT B
LMTO30Mb U 3eCb nNpeBpawiaeTcs obpaTtHO B OKcanoaueTar.
[MoBepHYTb ManaTgerngporeHasHyto peakumo LUTK Bcnats nossondet n3dbitok HALH B
mutoxoHapuax. HALH noctynaeT U3 ?-oKMUCIEeHUs XXUPHbIX KUCMNOT, aKTUBUPYEMOTIO B YCITOBUSAX

HeJOCTaTO4YHOCTMU IT1IOKO3bl B reriatouuTe.

3. B untonnasme gpocdoeHonnupysaT-kapboKCUKMHA3a OCYLLECTBIISET NpeBpaLleHme
okcanoauetaTta B oochoeHonnNupysart, ans peakunmn tTpedyetcs aHeprus [ TO. OT monekynbl
OTLLENSISIETCA TOT Xe yrrepomd, YTo U NpUcoeanHsieTcs.
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BTopoe npenatcTBue Ha NyTuU CUHTE3a MMHoKO3bl — POCPOodPYKTOKMHA3HAA peaKkumsa —
NpeogoneBaeTcs ¢ NnoMoLLblo depmeHTa QpyKTo30-1,6-andocdarassl. ATOT PEPMEHT
€CTb B Mo4kax, NeyeHun, nonepevyHo-nonocaTbix Mbiwuax. Takum obpasom, 3T TKaHK
CNOCOOHLI CMHTE3MPOBAaTb (PPYKTO30-6-hpocdaT 1 rnoko3o-6-gocdar.

(P)-o-cHy, . CHy-0~(P) TRV 1 (P)-0-CHy . CHy-OH
dugpochamaza

H
Dy
®pyxroszo-1,6-aucocdar Opykrozo-6-hochar



[TocrnegHssa peakuma KatanmsanpyeTcs rmoko3o-6-gocdaTtason. OHa nmeeTcs
TONbKO B NEYEHM U NoYkax, crieqoBaTtesibHO, TONbKO 3T TKaHU MOTyT

npoayLMpoBaTb CBOOOOHYHO IMIOKO3Y.

®—° H2 nox030-6- HO—GH2
¢pocpamaza
>
WM AL B " ;
H Dy

moko3o-6-hoccpar noxo3a



muko eHe3 OAOoNONMHAKT Apyra

ﬂﬁonbky 2/ITUKO/TUMU4Y€eCKoe OKUCJIeHUe TTOKO3bl ABNSIeTCS CNOCOOOM NMonyyYeHnss 3Heprnm 1 B
adpo0OHbIX 1 B aHA3POOHbIX YCIOBUSAX, TO OHO HEMPEPLIBHO MPONCXOOANT BO BCEX KIETKAX WU,
KOHEYHO, OOMKHO 1 DyaeT akTMBMPOBAHO NPU yCUNeHnn paboTbl KNETKU, HanpuMmep, CokpalleHmne
MUOLINTA, ABMXKEHNE HENTPOGMMNOB; MCTOYHUKOM rniMueporna n auetun-SKoA, ncnonb3yembix ans
CUHTE3a XMPOB B renatoumtax 1 agmnouuTtax, To Takoe OKUCNEHNE aKTUBMPYETCS Npu n3dbiTke
[TOKO3bl B KIeTKe.

ImrokoHeozeHes, kak 0bpa3oBaHMe IMKO3bl U3 HEYINEBOAHbIX KOMMOHEHTOB, HEOBXOAMM Mpu
FMMNOrNMKEMMUM BO BPEMSA MbILLEYHOW HArpy3kn — CUHTE3 U3 MOSTOMHOM KUCMOTbI, NOCTYNatwoLwen n3
MbILLL, N3 rn1ueporna, obpasyrowerocs npym Mobunmsaumm KMpos;

NpW rMNOrANKEMNN NMPU roNnogaHnn — CUHTE3 N3 aMUHOKUCIIOT, 06pasytoLmxcs npu katabonuname
Oenkos.

Takmm obpasom, npu ronogaHnn nnn drusn4eckon HarpysKke rmoKOHEOreHes, NOayLLNN B NEYEHH,
obecneunBaeT rMKO30M BCE OCTarnbHble OpraHbl (3pUTPOLUUTLI, HEPBHAs TKaHb, MbILLLbI 1 Ap.), B
KOTOPbIX aKTUBEH IMMKONU3 1 ApYyrne npouecchl, Npon3eoasime saHepruto. Hanmyme rniokosbl B
yKa3aHHbIX KNeTkax Heobxoammo, YTobbl nogaepxatb KOHLUEHTPALUMIO okcanoauerara u
obecneunTb cropaHue auetun-SKoA (nonyyaemoro Takke 13 XXUPHbIX KUCNOT UK KETOHOBLIX Tes) B
LnKNne TpukapboHOBLIX KUCMOT.B Lenom MoXxHo BblAenuTb ABa cnocoba perynsaumm riumkonnia u
[MIOKOHEOreHe3a: ropMoHanbHas npu y4actum ropMoHOB 1 MeTabornuyeckas, T.€. Npu NOMOLLM
MPOMEXYTOUYHbIX UM KOHEYHbIX NPOAYKTOB 0OMeHa rmntoko3bl.CyLEeCcTBYHOT TP OCHOBHBbIX y4acTKa,
Ha KOTOPbIX NPOMUCXOANT Perynsaumnsa 3TMx npoueccos:

nepBasi peakums rmmkonmsa,

TPEeTbA peakuusi rmnkonunaa n obpartumas en,

aecaTasi peakums rmmkonmsa n obpatumble en.
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TYPa rNMuKoreHa

KOreH - pa3BeTBNEHHbIN TOMOMONIMMEP MOKO3bl, B KOTOPOM OCTaTKM MHOKO3bl COeANHEHDI B
NUHENHbIX y4acTkax a-1,4-rnmko3naHon cBA3bio. B Toukax BETBNEHNS MOHOMEPLI COEAMHEHDI
a-1,6-rMMKo3naHbIMK CBA3SAMN. DTU CBA3N 00pasyoTCa NPUMEPHO C KaXKAbIM AECATbIM OCTaTKOM
rnoko3bl. CnenoBaTesibHO, TOYKU BETBIIEHUS B IMIMKOreHe BCTPEYaroTCs NPUMEPHO Yepes Kaxable
OECATb OCTATKOB IMOKO3bl. Tak BO3HUKAET ApeBoobpasHas CTPYKTypa C MOSIEKYSISIPHON MacCoMu
>107[], yto cooTBeTcTBYET NpnbnmantTenbHo 50 000 ocTaTKoB rMOKO3bl. Takum obpasom, B
MOJIEKYIE rMuKoreHa MMeeTcs ToNbKOo ogHa cBoboaHas aHomepHas OH-rpynna u, cnegoBaTesibHO,
TONbKO OAWH BOCCTaHaBNMBaOLWLUM (penyumpyowmimn) KOHeL,.
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[ toko3a, noctynaroLlas B KNeTky, dpocdopunupyetcs npu ydactum ATO (peakuma 1).
3aTteM MKo30-6-docchaTt-B-xoae 0bpaTMMon peakumn npespallaeTcs B [oKo30-1 -
doochat(peakuma 2) nog genctenem dpepmeHTa pocdorirokomyTasbl. [ N1I0K030-1-
docdaTt no TepmMognHaAMNUYECKOMY COCTOSHMIO MOr Bbl CNY>XUTb cybcTpaTtom Ans
CUHTEe3a rmukoreHa. Ho B cuny obpatnmocTu peakuum riokKo30-6-gocdat < rmoKo30o-1-
doocaT cnHTE3 rmMmnkoreHa 13 rmko3o-1-pocdata n ero pacnag okasanucb Obl Takxke
obpaTMMbIMN U NO3STOMY HEKOHTPONMMPYEMbIMU. UTOOLI CUHTE3 rMnKOoreHa bbin
TepMoaNHaMMYECKN HEODpaTMMbIM, HeOBXoaMMa OONONHUTENBHAA cTaans
obpasoBaHua ypuanHau-cdocdatrntokossl n3 YT n rnoko3o-1-gocdaTta (peakums 3).
PepMeHT, KaTanmanpyroLwumn aTy peakumo, HazsaH Nno obpaTHon peakunun: Yd-
rnokonmpodocdopunasa. OgHako B KneTke obpartHasi peakuusi He NPOTEKaET, MOTOMY
4YTO 0Opas3oBaBLUNICS B X04e NPsMon peakuum nmpodocdaT o4eHb BbICTPO
pacLienndercs nupodgocdarason Ha 2 Monekysnbl dgocdaTa .

Peakuusa obpasoBaHus YOP-rnoko3bl 00ycroBnmBaeT HEODPaTUMOCTb BCEN ceEpUm
peakuumn, npoTeKkarLwmxX Npmu CUHTE3E MMUKoreHa. ATUM xe 0bbsACHAETCS
HEBO3MOXXHOCTb NPOTEKaHNS pacnaga rmuKkoreHa NyTém npocToro obpalleHust npouecca
ero CUHTesa.

Ob6pasoBaHHas YOP-rnoko3a ganee Ucnornb3yeTcsl Kak AOHOP ocTaTKa KO3kl Npu
CUHTE3E MuKoreHa (puc. 7-23, peakuus 4). 3Ty peakuuto Katanmusnpyet pepmMmeHT
[MUKOreHcuHTasa (rnoko3unTtpaHcdepasa). [lockosnibky B JaHHOW peakunmn He
ncnonbadyetca AT®, pepMeHT Ha3bIBalOT CUH-TA30M1, a He CMHTETa3on. HykneotugHas
yacTb YD-rntoko3sbl UrpaeT CyLLECTBEHHYIO POSib B AEUCTBUM ITIMKOrEH CUHTA3bI,
BbIMOSTHASA QOYHKLUMIO "PYKOATKK", MPU NOMOLLM KOTOPOU oepMeHT pacrnonaraeT rmnoKo3y
B nonucaxapuaHou uenu B HY>XHOM nonoXxeHun. Kpome Toro, HykrneotnaHas Yactb Y O-
rMIOKO3bl. MO-BUONMOMY. HEODXoOMMA NS V3HaBaHUS cvobcTpaTa npbu Katanusle.
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B. Bananc rnukorena



Pacnag rnmkoreHa nnm ero Mobumnmsaumst NpoMcxoadaT B OTBET HA NOBbILLEHWE
NoTpebHOCTU opraH3Ma B [MIOKO3€E. TTikoreH NeYyeHn pacnagaercs B-oCHOBHOM B
UHFepBarnax Mexay npMemamm nuim, KpoMme Toro, 3ToT NMPoLecc B NEYEHN U MblllLax
yCcKkopsieTcsa BO BpeMsi ousmnyeckon padboTol.

Pacnag rnukoreHa (puc. 7-25) npoucxoauT NyTEM nocrenoBaTesibHOro OTLEenneHns
OCTaTKOB [T10KO3bl B Buae rmnoko3o-1-gocarta. [mMmkosnaHasa cBa3b pacLllenssaeTcs ¢
MCnonb3oBaHMEM HeopraHn4yeckoro pocdgara, No3ToMy NpoLecc HasbiBaeTcs
doocdoponnaom, a depMeHT rmukoreHochopunason. Tak e Kak N CUHTES,
pacLienneHne rmKkoreHa HauyMHaeTcd ¢ HepeayumpyroLero KoHua nosmcaxapuaHom
uenu. lNpn aTOM Hanuune pasBeTBNEHHOW CTPYKTYPbI MNKOreHa obrerdaeT bbIiCTpoe
BbICBOOOXAEHME IMIOKO3HbIX OCTATKOB, Tak Kak YeM OOnbLUE KOHLOB MMEET Moriekyna
rmukoreHa, Tem 6onbLUe Monekysn rnukoreHgocdopunasbl MOryT 4ENCTBOBATb
oOHOBpPEMEHHO. [MurkoreHdocdopunasa pacliensnsaeT Tonbko a-1,4-rnmmko3ngHble CBA3MU
(peakuuns 1). NocnenoBaTenbHOE OTLWENSIEHNE TTIHOKO3HbIX OCTATKOB NpeKpaLllaeTcs,
Korga A0 TOYKM BETBEHMA ocTaéTcs 4 moHomepa. [NogobHass 0cobeHHOCTb B AEUCTBUM
rmukoreHocdopunasbl 0bycnosneHa pasmepoM N CTPOEHNEM €€ aKTUBHOIO LIEHTPA.

[danbHenwun pacnag rnukoreHa Tpebyet yyactus asyx apyrmux epmerHtoB. CHayana
TPW OCTaBLUNXCA OO0 TOYKN BETBNEHUMN MIOKO3HbIX OCTaTKa NepeHOCATCA Mpu y4acTum
onurocaxapuarpaHcdepasbl (peakumsa 2) Ha HepeayumpyoLWmin KOHEL, coceaHen uenu,
YOITMHAS €€ N Taknm obpasomM cosgaBas ycnoBus anga aencremsa dpoccopumnassbl.
OcTaBLUNICS B TOYKE BETBNEHUS IMIHOKO3HbIN OCTATOK MMAPONUTUYECKN OTLLENNAETCA C
nomMoLbo a-1,6-rnoko3naassbl B Buae cBod6ogHOM rMoKosbl (peakuunst 3), nocrne 4Yero
Hepa3BETBMEHHbIN Y4aCTOK rMnKoreHa MoXeT BHOBb aTakoBaTbCs dpocopunason.



CunTaloT, YTO NEepPeHOC TPEX OCTATKOB MOKO3bl U yaareHne MoHOMepa
N3 TOYKM BETBIIEHUSA (peakuum 2 n 3) Katannsmpyet OauH U TOT Xe
depMeHT, KoTopbln 0bnagaeT AByMA pasHbIMU (PepMEHTATUBHbLIMU
aKTUBHOCTAMM - TpaHcdepasHOU U MMUKo3naa3HoOW. Ero HasbiBatoT
"neseTBAWMM" pepmeHTOoM (0T aHrn, debranching enzyme).

[TpoayKT gencreua rmmnkoreHgocdgopunassl - roko3o0-1-gocdar -
3aTeM U3oMepusyeTcs B IMHKO30-6-pocdat doocdorsitoKoMyTason.
[lanee rnoko30-6-docaT BKOYaETCs B npoLecc katabonmama nnm
apyrue metabonumyeckne nytn. B nedeHn (HO He B MblllLAX) IMHOKO30-6-
doocaTt MOXET rmaponn3oBaTbCsl C 0bpaszoBaHMEM [MOKO3bI, KOTOpas
BblAENSAETCA B KPOBb. ATY peakumio Katannsmpyet epMeHT rMKO30-6-
docdaTtasa. Peakuusa npotekaeT B npocBeTe OP, Kyaa ¢ NnoMoLLbto
cneunanbHoOro 6enka TpaHCcnopTUpPyeTCs rMIKo30-6-docdaT. PepMeHT
nokanusosaH Ha membpaHe 3P Taknm obpasom, YTO ero akTUBHbIN
LueHTp obpalwéeH B npocBeT OP. [NpoaykThl rmaponunaa (rnokosa u
HeopraHn4ecknn pocdraTt) Bo3BpaLLAOTCA B LMTOMNA3My Takxke C
MOMOLLbIO TPAHCMOPTHLIX CUCTEM



Buonornyeckoe eHue O6MeHWlwnax/

/
CpaBHeHme ITUX NpPouUecCOoB NMNO3BONAET cAeraTtb cregyrLlline BbiBOAbl:
a) CNHTE3 N pacnanj NMuKoreHa npoTeKkakT Nno pa3HbiM MeTabonunyeckmmm NyTAM,

6) ne4yeHb 3anacaeT rMwKo3y B BUAE IMUKOreHa He CTOMNbKO Ansi COOCTBEHHbIX HYXA,
CKOJTbKO Ansi nogaepKaHnus NOCTOSAHHOM KOHLUEHTPAaLUn rMioKOo3bl B KPOBU, W,
cnegoBaTtenbHO, obecneymBaeT NOCTynnNeHne rmwkKo3bl B Apyrue TkaHu. lNpucyTcTeue B
neyYyeHn rmkKo30-6-docdarasbl 00yCcrnoBNUBAET 3TY rMaBHY YHKLMIO NEYEeHN B
oOMeHe MUKoreHa;

B)OYHKLUMNA MbILLEYHOrO rMMKoreHa 3aknyaeTca B 0CBODOXAEHUM TTHOKO30-6-dhocdraTa,
noTpebnaemMoro B CamMou MbiLlLEe OS5 OKUCNEHNSA U UCMONb30BaHNA SHEpPruu;

) CUHTE3 IMKUKOreHa - NpPouecc SHAEProHNYeCcKknin. Tak Ha BKIHOYEHWE OOHOro octaTka
[MOKO3bl B nonincaxapuaHyro uenb ncnonb3yetrcsa 1 monb ATO n 1 monb YTO;

[l) pacnap, rmvKoreHa Ao rmoko30-6-cbocdaTta He TpebyeT sHepruu;

e) HeobpaTUMOCTb NMPOLECCOB CMHTE3a N pacnaga rnvkoreHa obecnevymBaeTcs mx
perynaumen.



[Mpn aHasapobHoM rnunkonunae (puc. 7-40) B untosone npotekatot Bce 10
peakuumn, U aeHTUYHbIX adpobHomMy rmukonuay. Jlnwbe 11-a peakuuns, roe
NpoOnCXoanT BOCCTaHOBMEHUe nmpysBaTa umTto3osibHbiM NADH, asnaetcs
cneundonyeckon ansa aHaspobHoro rnukonusa (puc. 7-41). BocctaHoBneHue
nupyBaTa B flakTaT KaTanu3npyeT faktataerngpo-reHasa (peakuma
obpatnmas, n depMeHT Ha3BaH rno obpaTHoun peakuum). C NOMOLLLIO 3TON
peakuun obecnevnsaetcs pereHepauma NAD+ n3 NADH 6e3 yyactus
MUTOXOHAPUAIIbHOW AbiXxaTeNbHOM Lenn B CUTyaumax, CBA3aHHbIX C
HedOoCTaTOYHbIM CHabXeHneM KneTok kncnopoaom. Ponb akuenTtopa
Bogopoaa ot NADH (nogobHo kncnopoay B AblxaTernbHOW Lenun) BbiNOSTHAET
nupyeaTt. Takum obpas3om, 3Ha4eHne peakunm BOCCTaHOBIEHNA npyBaTta
3aksiovaeTcd He B 0OpasoBaHMM nakTarta, a B TOM, YTO JaHHasa UMTO30MbHad
peakuus obecneunaet pereHepaumio NAD+. K TomMy e naktat He ABMSeTCS
KOHEYHbIM NPOAYKTOM MeTabonnama, yaansemMbiM U3 opraHuama. 9To
BELECTBO BbIBOAUTCA B KPOBb U YTUITN3UPYETCS, NpeBpaLladcCb B NeYeHN B
[MOKO3Y, UNKn Npu AOCTYNMHOCTU KNCNOpo4a npespaLlaeTcs B NMpyBsar,
KOTOpPbIN BCTYNaeT B oOwmin nyTb kKatabonmama, okucnsasace o CO2 n H20.
CTpoeHne nakrtatgernaporeHasbl, MEXaHU3M OENCTBUS N 3HAYEHUE
onpeneneHns akTMBHOCTU 3TOro doepMeHTa ans gMarHoCTuKM 3aboneBaHum
onucbiBanucb paHee B pasgerne 2.



