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BBE/IEHUE

buonozuueckaa xumusa (0T rped. bios - KHU3Hb) — 3TO HayKa O MOJIEKYJISPHOW CYIIHOCTH
#13HU. OHa U3y4aeT XMMUYECKUI COCTaB OPraHW3MOB, IIPEBPALLIEHUE BEIIECTB U SHEPTUH, KOTOPOE
OCYILIECTBIISIETCS B IIPOLIECCE UX JKU3HENEATENBHOCTH.

C MeTon0I0THYECKON TOUKH 3peHHUs OMOXMMUS YCIIOBHO HOJpa3esieTcss Ha CTaTHYECKYIO
U auHamMudeckyro. OHako o0e 3TH YacTH HEpa3phIBHO CBS3aHBI MEXIY COOOW — M3yueHHE Mexa-
HU3Ma M IyTed MpEeBpaIleHUs BELIECTB HEBO3MOXHO 0e3 JEeTaJbHOrO U TIIIyOOKOTO 3HaHHS HX
CBONCTB.

Baxueiieit 3anaueil TMHaMUYeCKOW OMOXMMUU SBJISETCS M3ydeHHEe OOMEHa BEIIEeCTB WITN
MeTabonu3Ma kieTkd. OOMEH BEUIeCTB — 3TO COBOKYITHOCTb JBYX THAMETPAIbHO MPOTHBOIOIOXK-
HBIX, HO TAPMOHUYHO COYETAIOIIUXCS MPOIECCOB — cuHTe3a (aHabomu3Ma) U pacnana (Karaboims-
Ma) BemecTB. MeTaboyn3M JISKUT B OCHOBE JIOTMYECKUX MPEICTABICHUN O Pa3BUTHU KUBOU Mate-
pHH, TIOAYEPKUBAET OTPOMHEHIITYIO pa3HUILY MEX]y )KUBOH M HEXXHUBOHM MpUPOAOH, 00yclaBiIrBaeT
HEPa3pbIBHYIO CBSI3b OPraHU3Ma C BHEIIHEN CPEIOH.

OOMeH BeIecTB B KJIETKE HE OTICTUM OT oOMeHa sHepruu. CHHTE3 BEIeCTB OpraHu3Ma He-
BO3MOJKEH 0€3 3aTpaThl XUMHUUECKOM 3HEPrHH. DTy SHEPrHIO OPraHU3M YepraeT U3 CpeIbl BMECTE C
MUTATENbHBIMH BellecTBaMU. J[pyroil xapakTepHoil 4epToil oOMeHa BEIIECTB SBJSETCS TOHKas pe-
T'YJISIUS. CKOPOCTHU MPOTEKAHUS OTIAENIBHBIX XUMUYECKUX peaklui. KuBas KileTka — 3TO caMOpery-
JUpymomIasics cucreMa oOMeHa BenecTB. HakorieHrne npoMexyTOoYHbIX MPOIYKTOB (METa0OIUTOB)
B KOJIMYECTBAX, MPEBBIIIAIONINX KPUTUYECKUN YPOBEHb, JEHCTBYET KAK CUTHAJ, KOTOPBIA MOXKET
BbI3BAaTh YMEHBIUICHUE CKOPOCTHU PEaKIMii, MPUBOIAIINX K 00Opa30BaHUIO STHX BEILECTB.

I'myGokoe 1 BcecTOpOHHEE M3ydeHHe 0OMEeHa BEIIECTB SBJSIETCS OJHOM M3 aKTyallbHBIX 3a-
Jad B MO3HAHUU CYIIHOCTH U3HU. OJTHAKO 3TO M3YUYEHUE UMEET U BAKHOE IMPUKIIAJHOE 3HAUECHHE
JUI pa3iIMYHbIX OTpaciiel HapoJHOTO XO3sMCTBA. B COBpPEMEHHBIX YCIOBUSAX Pa3BUTHUS KUBOTHO-
BOJICTBA Ha MPOMBIIIICHHONH OCHOBE BaXKHBIMH M aKTYaJIbHBIMHU SIBJISIOTCS TPOOJIEMBI CBOCBPEMEH-
HOTO KOHTPOJIsi (PU3UOJIOTHUECKOTO COCTOSIHUS )KUBOTHBIX, OLIEHKH MX METAa00JIMYECKOro CTaryca,
MPOBEACHUS HEOOXOAUMBIX JIe4eOHO-TTPO(PUIAKTUIECKUX MEPOTIPUATUNA. Y CIIEITHOE PEIICHUE 3THX
3a/1a4 HEBO3MOXKHO 0€3 JJOCTATOYHO TIIYOOKHX U MPOYHBIX 3HAHUU B 00JaCTH JUHAMHYECKON OMO-
XUMHH.

VYuebHo-meroandeckoe nocodne «OCHOBBI JUHAMUYECKOH OMOXMMHM» TOATOTOBJIEHO CO-
TpyaHukamu kadeaps xumuu YO «Burebcekas opaena «3nak [loyera» rocyqapcTBeHHAs akaaeMus
BETEPUHAPHON MEAMLIMHBI», YUTAIOIIMMHU JIEKIUOHHBI Kypc IO AucUUIIMHE «OpraHuyeckas u
Ouonornyeckas Xumusi». OHO MpeAHA3HAYECHO IS CTYJICHTOB (PaKylIbTeTa BETCpUHAPHON MeIUIH-
HBI, 300MHXXEHEPHOTO (DyKynbTeTa, (haKyabTeTa 3a09HOr0 0OOy4YeHHs M HAIMCAHO B COOTBETCTBHH C
IIPOrpaMMOM Kypca M0 JUCLUIUINHE.

B nmocoGun paccmarpuBaroTcs o0Iie BONPOCkl 0OMEHa BEIIECTB U SHEPIHMHU B OpraHu3Me
KUBOTHBIX, IEPEBAPUBAHNE U BCACBIBAHWE NUTATEIbHBIX BEIIECTB. [laH XMMU3M OCHOBHBIX IyTei
MeTa0oIM3Ma YIeBOJI0B, JUMUO0B U O0elKoB. bolbIioe BHUMaHUE y1elIeHO OMOIOTHYECKOH PO U
PEryJsIiK JaHHBIX IPOIECCOB, a TAaKXKe OMOXMMHUYECKUM MEXaHU3MaM HapYIICHUS UX IPOTEKaHHS
U pa3BUTHA MATOJIOTHUH.

N3yuenne OMOXMMHUYECKHX MyTeW TpaHC(hOpMAIM{ PHEPTUU B OpraHU3Me, €€ 3aracaHwus,
OMOCHHTE3a U pacraja YrieBOJOB, JUMHUIOB, OCIKOB M HYKJIEMHOBBIX KHCIIOT, NMPOTEKAIOMIUX B
KJIETKaX ¥ TKaHsiX, o0ecreyuT OoJiee Tiry00OKoe MOHUMaHHUE MPOLIECCOB, JIEKAIIUX B OCHOBE JKU3HE-
JESITEILHOCTH, POCTA U PA3BUTHSI dKUBOTHBIX.

JUisg Jydiiero 3akpeluvieHHMsl MaTepuana psifi BOIPOCOB MPOWUIOCTPUPOBAH PUCYHKAMH,
cxemMaMH U TabaunaMu. I1o OKOHYaHHUK KaX10M IJIaBbl yKa3aHbl KOHTPOJIbHBIE BOTIPOCH U 3aJaHUS,
KOTOpBIE CTYACHTaM HEOOXOIMMO IMOATOTOBUTH K MPAKTUYECKUM 3aHATHAM. B KoHIlEe mocoOus
MIPUBEJICH CIOBAPh OCHOBHBIX OMOXMMUYECKUX TEPMHUHOB M IPEIMETHBIN yKa3aTeib.



I'maBa 1

OBMEH BEHIIECTB U DQHEPI'HHU. BUOJIOI'HYECKOE OKHCJIEHUE

Oomiee mpeacrasiaeHre 00 0OMeHe BEIIECTB M SHEPTHUH.

CTa,Z[I/II/I 06MeHa BCHIICCTB B 3aBUCUMOCTH OT KOJIMYCCTBA BbI,Z[eJ’IHeMOﬁ OHCPTUH.
ITonsarue o 6HOJ’IOFI/I‘ICCKOM OKHUCJICHHUU. CTa,Z[I/II/I 6HOJ’IOFI/I‘ICCKOFO OKUCJICHUA.
JlpIxaTenpHas 1ellb, CONpsDKeHHas ¢ TpaHchopMmarmend sHeprun. OKUCIUTEIbHOE
dochopunupoBanue.

CyOctpaTtHoe pochopunupoBaHue.

o Makpospruyeckue CoeTMHEHUSL.

o CB00OIHOE OKHUCIICHHE.

o OBHIEE ITPEJICTABJIEHUE Ob OBMEHE BEIHLIECTB U DQHEPT'MI

Bce MHOrooOpasue *HBBIX OPraHHU3MOB, OT OJHOKJIETOYHBIX MHUKPOOPTaHU3MOB JI0 BBICO-
ko depeHInpOBaHHBIX MHOTOKJIETOYHBIX OPTaHU3MOB PACTCHUH, )KUBOTHBIX, YEJIIOBEKA, COCTOUT
U3 mex Jce aTOMOB U MOJIEKYJ, YTO M OOBEKTHI HEXKMBOM MpUpobl. B 0cHOBE mpolieccoB KU3He-
JEATENbHOCTH JIeXKAT PEaKkIMi aTOMOB M MOJIEKYJI, KOTOPBIE NOOYUHAIOMCSA BCEM 3aKOHAM (DU3UKU
U XMMHH, OINHKCHIBAIOIIMM IOBEJEHUE HEOIYIIEBICHHOW Marepuu. OJHAKO *XUBBIM OpPraHu3MaM
HPUCYIL AT, 0OCOOEeHHOCmelL:

a) CJIOXHOCTb U BBICOKAasl CTENIEHb OPraHU3aLINN;

0) mobas cocTaBHasl 4YacTh OpraHU3Ma OT OTAEIbHBIX XUMHUECKUX COSAMHEHUH 710 Op-
raHa uMeeT CIelUaIbHOEe HA3HAYEHUE U BBITOJHACT CTPOTO ONPEACTICHHYIO (PYHKIUIO;

B) CIIOCOOHOCTb KHBBIX OPraHU3MOB K CAMOBOCIPOU3BEICHUIO;

I') )KUBBIE OPraHU3MbI COCOOHBI OOMEHHBATHCS BEIIECTBOM M SHEPIHEH C OKpYXKaro-
el cpesioi Ay CO37aHusl COOCTBEHHBIX CTPYKTYPHBIX €IMHUII.

Taxum 00Opazom, 0OMEH BEIECTB M SHEPTHU - BakHEHIas 0cOOEHHOCTh KUBOM MaTe-
puu.

OO0MeH BemecTB - 3TO COBOKYIHOCTb XMMHMUYECKHUX IPOLECCOB, KOTOPHIM IOJIBEPIatOTCA
COEJIMHEHUSI C MOMEHTA MX MOCTYIUICHUS B OPraHU3M M JI0 BBIJICJIEHUS! KOHEYHBIX MPOJYKTOB 00-
ME€Ha. JTO HENpEepbIBHBIN, CaMOCOBEpPLIAIOIIMICA U CaMOPETYIUPYEMBIM KPYTOBOPOT BELIECTB,
IIPOTEKAIOIIHUNA B MPOLIECCE CYLIECTBOBAHUS XKUBOM MATEPUHU U XAPAKTEPU3YIOLIUICS €€ IOCTOSH-
HBIM CaMOOOHOBIICHHEM.

OOMeH BelecTB COCTOUT U3 JBYX NMPOTHBOMOJIOXKHBIX IIPOLECCOB - aHAbOIU3IMA U KAmMabo-
JUZMa.

AHa00/143M - 3TO YacTh OOLIEero mporecca 0OMeHa BEIECTB, KOTOpas 3aKII0YaeTcs B IMO-
IJIOIIEHNH, HAKOTUIEHUU U YCBOCHHMH ITUTATENIbHBIX BEUIECTB U3 OKPY/KAIOLIEH CPebl U TOCTPOCHUU
3a UX CYET CTPYKTYPHBIX €JMHUIl OpraHu3Ma. B xoje anabonm3ma MPOUCXOAUT CHHTE3 CIIOXKHBIX
BEIIECTB U3 00Jiee MPOCTHIX. ITO BOCCTAHOBUTENIbHBIE (PEAYKIIMOHHBIC) peakIiy, TpeOyromue 3a-
Tpat 3Hepruu. [Ipu 3TOM 0AMHAKOBBIE NUCXOAHBIE COEIMHEHUS MIPEBPALIAIOTCS B Pa3IMYHbIE KOHEU-
HbI€ TPOJYKTHI (HAalpuMep, TIII0KO03a BOBJIEKAETCS B OPraHU3ME UYEIOBEKA U KUBOTHBIX B CHHTE3
TJIMKOT€HA, JTUIHJI0B, IITIOKOT€HHBIX aMUHOKHCIIOT).

Kara0osm3Mm - 5ta Ta yacte o01Iero npouecca oOMeHa BEIIECTB, KOTOpas 3aKI04aeTcs B
pa3pylLIeHUH BEIIECTB, COCTABIIAIOIINX OPraHMW3M JKMBOTHBIX, B Paclaje COCTaBHBIX YacTeW opra-
HOB, TKaHEH, KJIIETOK U COIIPOBOXKIAETCS BBIIEICHUEM BEIIECTB U3 OpraHu3Ma XKMBOTHBIX. [Ipu ka-
TaboIM3Me MPOUCXOIAT OKUCIUTENbHBIE MTPOLIECCHI, pacia CI0KHBIX BEIIECTB Ha 0ojiee IPOCTHIE
C BBIICIIEHUEM dHEPruu. PasnnuHble HCXOIHBIE BEIIECTBA AAIOT OJJMHAKOBBIE KOHEYHBIE MTPOTYKThI
oOMeHa (HarpuMep, IpU OKHCICHUH YTJICBOJIOB, JIMIUAOB M OCJIKOB B OPraHM3ME UYEJIOBEKA M KH-
BOTHBIX 00pazytoTcst CO;, u HyO).



[Tpouecchl anabonm3Ma u Kataboau3Ma B3auMOCBsi3aHBl. Hampumep, BemiecTBa, 0Opa3yro-
yecst B XoJe katabonu3Ma (Hampumep, rioK03a, TIIHIEPUH, KUPHBIE KUCIOThI, aMHHOKHCIIOTHI)
MOTYT HCIIOJB30BATHCS OPraHU3MOM i OMOCHHTETUYECKHX IMPOIIECCOB. DTO SBICHUE TMOJYYUIIO
Ha3zBaHue am¢pudoIn3mMa.

B xone oOMeHa BeHIeCTB OCYIIECTBISIOTCS Pa3HOOOpa3HbIC MPOIECCH - uszuueckue (a-
copbuus, muddysus u ap.), xumuyeckue (pacmaj, CHHTE3), Qusuonocuieckue (MATaHUE, BCACHIBA-
HUE U Jp.)

ObmenHble npoyeccvl B OPTAaHU3ME KUBOTHBIX GKIF0UAOM CIIEAYIOUTUE ITAIbI:

a) nepeeapueanue u 6cacvléanue;

0) npomesxicymounviii 06men (memaoonuzm). OH IPOUCXOIUT B KIETKAX U TKAHIX U 3a-
KITFOYAeTCs B OCYIIECTBICHUN XUMUYECKUX MIPEBPAIICHUN, BEIYIINX K CHHTE3Y U pacraay XuMude-
CKUX COEMHEHUH, YTO COMPOBOXKIACTCS 00pa30BaHUEM MPOMEKYTOYHBIX U KOHEUHBIX MPOJTYKTOB
obMeHa. MecTta mpoTeKaHUs OCHOBHBIX METa00IMYECKUX MPOIIECCOB B CTPYKTYpaX KIETKH YKa3aHbI
Ha pUCYyHKe 1.

B) 6bl0e/leHUe KOHEUHBIX NPOOYKMO8 U3 OP2AHUIMA.

UMTO30N, MUTOXOHOPWA

;numnma B Upen KpeGea
EHTOI0QOCOATHHIA MYT OKMCNATENLHOE BOCHOpH —

CHHIE RMpHBIX KCAOT — AMpOsaHMC

- OKuCNeruE KPHBIX KACNO!
CHMHTBI 1 YTHNNEELMH
KETOHOBEES TEN

LATO30ME ¥ MATOXOHOPKA
I MDKOHEOTCHES

CHHTES MO4ERIHN
Pucynok 1 — Jlokanu3zaiusi OCHOBHBIX METa0O0JIMYECKUX MPOIIECCOB B CTPYKTYPaxX KIETKH.

° CTAAUU OBMEHA BEHIECTB B 3BABUCUMOCTHU OT KOJIMUECTBA
BBIIEJIIEMOM DHEPTUH

B 3aBucuMoCTH OT KOJIMYECTBa BBIIACISAEMON DHEPTHH pasziuuaiom 3 craguu oOMeHa Be-
niecTB (pUcyHOK 2). Ha nepgoii BBICOKOMOJIEKYISIPHBIE COSMHEHMSI IPEBPALIAIOTCS B HU3KOMOJIE-
KYJISIpHBIC (HampuMep, OClKU pacHIeTUIIOTCS O aMUHOKHUCIIOT, KUPBI - JI0 TIHIIEPUHA U KUPHBIX
KHCJIOT, IOJIUCAXaPUJIBI - 10 MOHOCAXapHUI0B, HYKJIEMHOBBIE KUCIIOTHI - I0 MOHOHYKJIEOTHUIOB). JTa
CTaJusl COBHAJAEeT C MpOIEcCaMU MEPEBAPUBAHUS, MPOUCXOAIIUMU B KEITYAOUHO-KUIIEYHOM
tpakte. [Ipu 3TOM BBICBOOOXKMAaETCS 00 1% 3Hepeuu, 3aI0KEHHON B TUTATEIBHBIX BEUIECTBAX KOP-
Ma. DTa SHEpPrusl pacCenBaeTCs B BHJIE TEIUIA M UCIIOJb3YeTCs sl 00orpeBa tena. Ha emopoii cma-
Ouy pa3IMYHbIe HU3KOMOJICKYIISIPHBIC BEIIECTBA, 00pa306asuitecs B X0Ie TIEPBOU CTaJiH, TI0IBEP-
raroTCs JAbHEHIITNM MPEeBpaIleHUusIM ¢ 00pa30BaHUEM, TTIaBHBIM 00pa30M, TPEX OCHOBHBIX COEIH-
HEHHH, UTPAIOUINX LEHTPAIbHYIO POJIb B METabOIM3Me - aKTUBHOM YKCYCHOM KHMCJIOTHI (aLeTHII-
KoA), a-kxeroriyrapoBoil KHCIOTHI U IIaBEIEBO-YKCYCHOM KHUCIOTHI (Okcanoainerara). Ha sroit
craauu Beiaensercsa 30 -35% snepeuu, 3aKIIIOUEHHON B MUTATEIbHBIX BEILIECTBAX.

B xo00e mpemveii cmaouu NPONCXOAUT OKUCICHHE BBINICYKA3aHHBIX KUCIOT B LUKIIE TPH-
KapOOHOBBIX KUCJIOT ¢ 00pasoBaHMEM BOCCTaHOBIEHHBIX Kodepmentos HAIH(H) n ®AJIH,,
OKHCJISIFOIIMXCS B JIbIXaTeNbHOU 1enu. Ha 3To#t ctaguu BeicBoOOXmaetrcs 65 - 70 % suepeuu. OHa



YACMUYHO aKKyMyaupyemcs B Makposprudeckux cBsizsx AT®. Bropas u TpeTbs craauu cosnaoa-
fom C MPOMEKYTOYHBIM OOMEHOM BEIIECTB (METa00IU3MOM).

HKupw NMonucaxapuabi Benwkn

XupHobie lanuepmH MoHocaxapuab AMHOKHCNOTBI
KUCNOTbI

Mupyear

Auetun-KdA

N HS-KoA

UurpatHein

UMKA

|

H,0

Pucynox 2 — Ctanuu oOMeHa BEIIECTB B 3aBUCUMOCTH OT BBIJCISEMON SHEPTUH.

. MNOHATHUE O BUOJOTHYECKOM OKUCJIEHUU.
CTAAUU BUOJIOTUYECKOTI'O OKUCJIEHUA

Buosnornyeckoe OKHMCIEHHMEe — 570 COBOKYNHOCMb OKUCIUMENbHO-80CCMAHOGUMENbHBIX
peaxkyuil, NPoUCxXo0auux 8 xcusvlx opearnuzmax. Ha mx monro mpuxomutcs okono 99% ot Bcero
sHeprocHabxkeHus: oprann3ma. C MOMOIIBIO OKUCIUTEIHHO-BOCCTAHOBUTENIBHBIX MTPOIIECCOB B Op-
TaHU3Me Pa3pyIlIaloTCs U HEKOTOPbIe TOKCUYECKHE BEIECTBA, 00pa3yIoIIecs B pe3yibrare 0OMeHa
BEIIECTB (HApUMeEp, IEPOKCH] BOJIOPOIA).

Eme co Bpemen ¢paniry3ckoro xumuka A.JlaBya3be OKHCIEHUE B OPTAaHU3ME OMOHNCOECmE-
JISLIU C TOPEHHEM, MO0 MPOMYKTHI OKUCIIEHUs U TopeHus rioko3sl (CO, u H,O) u Komu4ecTBo BbI-
nensiemoit s3Hepruu (okosio 2850 k/{»/MoJb) OKa3anuCh OJJUHAKOBBIMH.

OnHako MeXIy OHMOJIOTMYECKHM OKMCIEHHEM M TOPEHHUEM CYIIECTBYIOT NPUHYUNUATIbHBLE
PasaudusL:

1. Buonmorndyeckoe OKHCIEHUE MPOTEKAET B MATKHUX YCIOBUSX (TeMIEparypa Tena, MOCTOsH-
Hble AaBienue u pH).

2. IIpu 6MONOTMYECKOM OKUCICHHU SHEPTHUsl BBICBOOOKIACTCS CTYNMEHYATO, IPUUYEM YacTh
€e aKKyMYJIUPYETCsl B MAaKPOIPTUUECKUX COCTUHECHHSIX, IPH TOPSHUH SHEPTHUS BBIJEISICTCS cpa3y u
paccenBaeTcs B BHJIE TEILIA.

3. buonornyeckoe okucieHre 0ojiee MHTEHCUBHO MPOTEKAET B OpraHax M TKaHIX C OO0JIb-
[TUM COJICPXKAHUEM BOJIbI.

OKHCIIUTENHbHO-BOCCTAHOBUTENBHBIE PEAKIIMM MPOTEKAIOT B OPraHU3Me >KMBOTHBIX IO ClIe-
JOYIOLIHAM CTaJUsM:



1.06pazoBanue anetun-KoA (mpu OKHMCICHMHM MOHOCAXapHAOB, TIHMLEPHHA, KUPHBIX KHU-
CJIOT, aMHUHOKHCIIOT);

2.0xucnenue anetwi-KoA B nukie TpukapOOHOBBIX KHCIOT ¢ oOpazoBanuem CO, u Boc-
craHoBieHHBIX Kopepmentos HAJTH(H') u ®AJIH,;

3. OxwucneHre BoJ0poaa BocCcTaHOBIEHHBIX kodepmentoB HAJITH(H') u ®AJIH, B apixa-
TEeJNBHOM 1enu ¢ o0pazoBanueM Bojabl U ATO.

o JBIXATEJbHASA IEIb, CONPSKEHHASI C TPAHC®OPMAIIMEN DHEPT UM.
OKUCJIMTEJIBHOE ®OC®OPUJINPOBAHUE

Paznuuaror 2 Buaa IpIXaTeabHOU Lenu - 1) conpsbkeHHas ¢ TpaHchopMaliei sHeprul win
okucauTeNbHoe GochopuaupoBanue U 2) HECONpPsDKEHHas ¢ TpaHcpopMalueil SHepruu Win
CBO0OIHOE OKHCIICHHE.

JlpIxaTenpHas 1enb, COMpPsDKEHHAs ¢ TpaHc(opMalueil 3Hepruu J0KaIn30BaHa BO BHYTPEH-
Heil MmemOpane muTOoXOHApHi. OHa BKiodyaeT 4 (epmeHTaTHBHBIX Komruiekca: 1 - HAJJH(HY) -
KoQ-okcunopenykrasa, Il — cykuunar — KoQ-okcunopenykrasa, I - KoQ - nqutoxpom ¢ - okcuo-
penykraza u IV- nuroxpomokcuasza. B mpouecce GpyHKIMOHUPOBaHUS TaKOW JbIXaTEIbHOM LEMH
OCYILIECTBIISIETCS TIEPEHOC IIEKTPOHOB OT BOCCTAHOBJIEHHBIX KopepmentoB HATH(HY) u ®AJTH, k
MOJIEKYJISIPHOMY KHCIIOPOAY, CONPsDKEHHBIHN ¢ cuHTe3oM ATO.

Ucrounukom HAJTH(H") u ®AJIH, SBAAIOTCS AETUAPOrEHA3HBIE PEAKLMH, HPOTEKAIOLINE
0 CXeMe:
SH, + HAI" — S + HAJJH(H) ; SH, + ®A]l — S + ®AJH,

B kauectBe cyOCTpaTOB yalle BCEro BHICTYNAIOT MUPOBUHOTPAIHAS KUCIIOTA, TTyTaMHUHOBAs
KHCIIOTA, MpoMexyTouynbie Metadbomutel L{TK (M30711MMOHHAs KHCTIOTA, O--KETOTIIyTapoBas, sS0J104-
Has).

[TocnenoBaTeNbHOCTL TIEPEHOCA JIEKTPOHOB B JbIxarenbHoi memu ot HAJH(HY) wu
OA/IH, K MOJIEKyIIpHOMY KUCIOPOYy MOXKHO IIPEJACTABUTH B BUAE CXEMBI:

Cyknunar — ®AJIH,
\2
JKeJIe30-CepHbIi 0eJ10K
\2
HAJH(H") - ®MH — xene3o-cepublii 6eiok — KoQ (youxmnon) — uuroxpom b — xee-
30-CepHBbI 0€J10K — MUTOXPOM €; — IUTOXPOM ¢ — HUTOXPOM a — HHUTOXpoM a3 — O,

ITopsiiox pacnosio’KeHUsT KOMIIOHEHTOB B JIBIXaTEJNbHOM LIENHM 3aBUCUT OT BEJIWYMHBI HUX
OKHUCJIUTEIBHO-BOCCTAHOBUTENBHOTO MOTEHIMaNA. JlJI1 KaXJA0ro MOCIEAYIOIIEro KOMIIOHEHTA Xa-
pakTepHa 0oJiee BHICOKAs OKUCIUTEIbHAS CIOCOOHOCTB.

B cocras III u IV KOMIIJIEKCOB BXOAAT CIOXHBIE OETIKU U3 TPYIIBI XPOMOTIPOTEUHOB - IH-
TOXpPOMBI. VIX mpocTeTnyeckas rpymma Onu3Ka K reMy U COJEpXKHUT kene30. OHAaKO B MPOTUBOIIO-
JIO)HOCTh T€MOTJIOONHY, HMEIOLIEMY JIBYXBAJCHTHOE KE€JIe30, LINTOXPOMBI COJIepKaT HKeJe30, KO-
TOPOE MOJKET MEPEXOAUTHh U3 JIBYXBAJEHTHOI'O (BOCCTAHOBJIIEHHOI'O) B TPEXBAJIEHTHOE (OKHUCIICH-
HO€) COCTOSIHUE U 00paTHO.

KoHeuHbIM akuenTopom 31eKTpoHOB sBisiercs O,. BoccraHoBieHHE KuCI0poja 10 BOJIBI
IIPOUCXOUT MO CXEME:!

2H++ 26+1/202 4 HzOI/IJII/I4H++4e+02—)2H20

Wonbt H" 115 06pa3zoBanms Bojbl OepyTCsi U3 MaTPUKCA MUTOXOHIPHIA.
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CornacHo xemuocmomuueckoit Teopuu [1.Mutdenna conpspkeHUe epeHoca 3JIEKTPOHOB U
cuareza AT® obecrneunBaeTcs Tpajiu€HTOM >JIEKTPOXUMHUYECKOTO MOTEHIMala HOHOB BOJOPOJA
(pucynok 3) AW HY, KOTOpBIi COCTOMT M3 JBYX KOMIIOHEHTOB - Pa3HOCTH JIEKTPHYECKHMX MOTEH-
1uanoB (A@Q) U pa3HOCTH KOHILIEHTpalMii HOHOB Bojopoaa - A pH. IlepeHoc 31eKTpoHOB IO JbIXa-
TEJNBbHOM LIeNM NMPHBOJUT K BHIOPOCY MPOTOHOB M3 MAaTPUKCAa HA IUTOIUIA3MATHYECKYIO CTOPOHY
BHYTPEHHEH MUTOXOHAPHAILHON MeMOpaHBbI I7ie, TAKUM 00pa3oM BO3pacTaeT KOHLIEHTPAIUS HOHOB
BoJoposa. B pesynpraTe nmpoucxoaut renepupoBanre ApH (3amienaunBaHue B MaTpUKCE U 3aKHC-
JICHUE C BHEIIHEH CTOPOHBI BHYTPEHHEH MUTOXOHAPHAIHLHONW MeMOpaHbl) U AQ (pa3HOCTH dJIEK-
TPUUYECKUX MOTEHLMAIIOB, IIPUYEM Ta YaCTh BHYTPEHHEH MeMOpaHbl, KOTOpasi oOpalieHa K MaTpHK-
Ccy, MproOpeTaeT OTpULATeIbHBIN 3apsij, a Ta, KOTopas oOpalieHa K MeXKMEMOpaHHOMY MPOCTPaH-
CTBY — HOJIOKUTENbHBIN). [IpoTOHHBIN IpagueHT ucnonb3yercs ains cuHTtesa AT®, kotopslil ocy-
IIECTBIISIETCS MPH NoMoInu GepmeHTHOro komruiekca AT®-cuHTasbl B X0/1€ 00paTHOTO MOCTYILIE-
HUS IPOTOHOB B MUTOXOHIPHAJIbHBIM MaTPHKC.

Bri6poc mpoTOHOB MPOUCXOIUT B 3-X MYHKTaX MOTOKA 3JEKTPOHOB IO JbIXaTEIbHOM LETH
or HAJITH(H") xk O — B I, III u IV kommnekcax; 1-i nyskr - 510 HAJTH(H') — KoQ - okcumopenyk-
Ta3HbI KOMIUIEKC; 2-i MyHKT - KoQ - IMTOXpOM ¢ - OKCUAOPEAYKTa3HbIN KOMILIEKC; 3-i1 - LIUTO-
XpPOMOKCHU/Ia3HbIM KOMIUIEKC. [IpOTOHHBIN I'paJlMEeHT, TEHEPUPYEMBIN B KaXIOM U3 3TUX IIyHKTOB
IpU MepeHoce oaHO0M nmapsl snekTpoHos oT HAJIH(H™) k O,, ucronb3yeTcs uist CMHTE3a 0JIHOM MO-
nexynsl AT® (AJI® + H;POy, — AT® ). Oxucnenue oonoii monexyivt HAJJH(H") oaem 3 AT®,
moeoa xkak oxucnenue PA/H, - 2 AT (3Hepruu, BeIICIAONICHCS B ITpoliecce (PYHKIMOHUPOBAHUS
cykiuHaT-KoQ-okcuaopenykTa3Horo KOMILIEKCa HeIoCcTaTo4yHo s cuHte3a ATD, T.e. TpaHc-
(dbopmanyu YHEPTUM 37eCh HE MPOUCXOIUT).

HagymHaR MHTOXOH JpHanuHoA

a T
flpotonbl AbITRIKHABOTCR CRBGIL STY MEMIRINY, NOMODENE

TOrgS XK 3MBKTOOHN MOPOHOCRTCN
o XA TaTbHOH LENH

BHy TDEHHRR MMTOIOM L OHEREHERA
MEMOD

BpicoKoe sHavenns [H] awa

MeNMeMOpIHAE TRACTDANCTEO

Huzxos
siavenwe [H 1}

Marpmec

Pucynok 3 — Cxema nepeHoca mpoTOHOB BOJIOPOJa B MUTOXOHIPUSIX.

Takum oOpa3oM, okHcIANTEIbHOE (hochopuampoBaHue npeacTaBiIseT co0oi mpolecc re-
PEHOCA BIEKTPOHOB OT BOCCTaHOBIEHHBIX KodepmentoB HAJTH(H') u ®AJIH, Kk MOJIEKyIIpHOMY
KUCJIOPOAdY, conpsbkeHHbIN ¢ cuHTe30M AT®. OkucnutensHoe GochopuIupoBaHUE YacTO Xapak-
TepusyloT oTHomeHueM P : O (uucno moseil Heopranuyeckoro gocgara, MCIOJIb30BAaHHOTO JUIS
cunreza AT® B pacuere Ha OJIMH aTOM MOTPEOIIEMOT0 KHUCIOPOIa).

CKOpOCTh OKHCIUTENHHOTO (OChHOPUINPOBAHUS 3aBUCUT, B TMIEPBYIO O4Yepeib, OT COJEpKa-
Hust AIID: yem Obictpee pacxoxyercs AT® st Hyk7 opraHu3ma, TeM OOJIblIe HaKarIMBaeTCs
AJl1® u tem Goubliie TOTPEOHOCTH B SHEPTHUH, a CIENOBaTeNbHO, U B cuHTe3e AT®. HakormneHnue
AT® comnpoBoxnaercst cHxkeHrueM coaepkanust A/I® u ckopocts obpazoBanuss AT® npu 3Tom
Oynetr ymensiarbes. [Ipu orpannuennoit norpednoctu B AT® magaeT u CKOpOCTh OKUCIUTENBHO-
ro pacnaza cyocTpaToB. Perynsuuio ckopocT OKHCIUTENBHOTO (POChOpHINPOBAHHS COIEPKAHHEM
AT® Ha3bIBaIOT ABIXaTEJIbHBIM KOHTPOJIEM.
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o CYBCTPATHOE ®OC®OPUJINPOBAHUE
Cy6cTtpatHoe ¢gocopuanpoBanme siBISETCS albTEePHATUBHBIM MEXaHU3MOM 00pa30BaHUs
AT®, tak kak oHO He TpeOyer oOpasoBanus AUH'. B xone okucieHus cyGcTpatoB 06pasyroTcs
MaKpOIPTrUUECKUE COCTUHEHUS, Pa3pbIB MaKPOAPIUUECKOM CBSI3M B KOTOPBIX COMpPsDKEH ¢ pocdo-
punnpoBanuem AJID (t.e. ¢ cuntezom ATD).

[Tpumep cyberpaTHOTo hochOopUIUPOBAHUS:

(0] o OH
/" /" /
C-H +HAJT" C-0~P=0 COOH
| + H;PO, | \ +Al® |
H-C-OH OH ——— H-C-OH OH OH ——— > H-C-0OH OH

| / -HAJTH(H") | / -AT® | /

CH,O- P=0O CH, - O -P=0O CH,-0-P=0
\ \ \
OH OH OH

rIMnepanbaerua-3-gpocdar 1,3-audocdoraumepar 3-mudocdorammepar
TA-3-D) (1,3-1@0) (3-0I)

B mnporecce rimkonuza BBICBOOOXAaeMas MPH OKUCIEHUM TMIepanbaerui-3-gocdara
(F'A-3-®) sHeprus, axkKyMyaupyercs B Makpospruyeckou cBs3u 1,3-mudocdormunepara (1,3-
JA®T). Pacmieruienue 3Toi CBs3M B JaybHElIeM conpsbkeHo ¢ pochopunupoanuem AJID, B pe-
3yJIbTaTe 4ero ocymecTnisercs oopazoBanne ATO.

. MAKPO3PI'MYECKHUE COEIUHEHUSA

DHeprus, mpexziae 4yeMm ObITh MCIOJIb30BAHHOW Ui HYXKJl OpraHM3Ma, aKKyMYJIUPYeTCs B
MAaKpOIPIru4ecKux coeIuHeHusX. ['Maponn3 Takux COeNMHEHHMH COMPOBOXKIACTCS BBIIACICHUEM
00JIBIIIOrO KOJMYECTBA SHEPIrUu (CBbINIE 7 KKajl/MoJb). K HUM oTHOCSATCS HyKieo3uaTpudochatsl,
aruingocdatsl, eHondocdarsl, THOIPHUPEL, hochareHsl.

Hyxneosuompugocgpamor (ATD, I'TO, LITO, YTD) conepxar mo 2 Makpo3pruyeckue
CBSI3U.

AT® (pucyHok 4) siBIsieTCs T1aBHBIM, HENOCPEACTBEHHO UCIIOJIb3YEMbIM JOHOPOM CBOOO/I-
HOM SHEpruM B OMOJIOTHUECKUX CHCTEMAaX.

NH,

o) o) OH
I I |

CH;— O—P— O~P— 0O~P=0
I | I

OH OH OH

Pucynox 4 - Crpoenune ATO.
I'upponuz AT® MOXKET MPOUCXOIUTH IBYMS IYTAMHU:

1) AT® + H,O — AI[CD + H3POy;
2) ATD + HQO — AM® + H4P207
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B o0oux ciydasx mpu CTaHIapTHBIX YCIOBHSX BBICBOOOXKIaeTcs 7,3 KKai/MOJb SHEPTUU
(Ipu ycioBUSX, CYIIECTBYIOIIUX B KJIETKE B HOPME, 0K0JIO 12 KKai/MoJIb).

BricBoOoxkaaemas mpu rugponuse AT® sHeprus, UConb3yeTcs A IPOLEcCOB OMOCHHTE-

3a CJIOKHBIX BCIICCTB U3 60.]'[66 MMPOCTHIX, IMMPU MBINICYHOM COKpAIlICHUH, IJId aKTUBHOI'O TPAHCIIOP-
Ta MOJIEKYJI U UIOHOB (PUCYHOK 35).

OHeprua oKMCNREeMbIX BelecTs

AD + HiPO, AT® +H;0
Mbiweuroe TpancMmeMbparHbli TpaHcMembpaHHan JHpeproHuveckue
COKpaLLeHWe 3nexTpuyeckun noTeHuwan| | pasHoCTL KOHUEHTPaUUA CHHTE3bI
(MexaHuyeckas paboTa) (anexTpuueckan paboTa) (ocMoTuyeckan pabota) (xumunyeckan pabora)

Pucynok 5 — OcHOBHBIE TyTH HCIIONB30BaHUA dHEprun ATO.

[Tpumepom auyungpocghama snsiercs 1,3-nqudocdornuuepart, SBISIOIMNACT TPOMEKYTOY-
HBIM IPOJYKTOM IVIMKOJU3a (IIpH €ro ruaposunse Boiaensercs 11,8 kkan/Monb sHEprum).

(0] OH
1 /

C- O~ P=0O
| \
H-C-OH OH OH
| /
CH, - O - P=0O
\
OH

1,3-mudocdormumepar

K enongpocgpamam ornocurcs GpochoeHoNMpyBaT, TAkKKE yJacTBYIOIIUN B MPOLIECCE TIIH-
KOJIM3a (TUAPOJIN3 €r0 MaKpO3PIUUECKOM CBSA3U NIPUBOJUT K BBIJIENEHUIO 14,8 KKaa/MOJIb SHEPTHUH).

COOH OH
| /
C- 0-~P=0
I \

CH, OH

¢docdoenonmupysar



AxTuBHas ykcycHas kuciora (auetmn-KoA) u akTuBHas sHTapHas KUCJIOTa (CyKLHMHUII-
KoA) aBnsitorcs muoagpupamu.

(0] (0]
/" 1
CH; - C~ S -KoA HOOC -CH, -CH, - C ~S—-KoA
anerun-KoA cykuuHmI-KoA

Kpearundocdar (npu ero rugponuse Boiaensercs 10,3 Kkan/MOIb SHEPTHUH) OTHOCUTCS K
docghazenam.

OH
/

H-N ~P=0
| \

C=NH OH

|

N - CH;
|

CH,

|
COOH

KpeaTuH(pochar

Kpeartungocdar ucnonb3yercs B MblIeqHON TKaHU a7 perenepauun AT® (kpeatungpoc-
¢dar + AII® — kpearun + ATO).

. CBOBO/JIHOE OKHUCJIEHUE

CBoOogHoe okuciaeHHe He conpsikeHo ¢ cuHTe3oM AT®. Beinenstomasicst npu 3TOM 3HeEp-
I'Msl paccenBaeTcs B BUe Tema. Kiaccuueckum nmpumepoM pa3zoOIeHns: OKUCIEHHs ¢ 00pa30BaHu-
eM AT® ssnserca aelicteue 2,4-nuHutpodenona (JHP). Oto coequHeHre nCNoab30BaIoCh A
CHIDKEHHsSI Macchl Tena. OHO pe3Ko YBEIMYMBAET MPOTOHHYIO MPOHHUIAEMOCTH KIETOUHBIX MEM-
OpaH, pa3o0IaeT OKUCIUTENbHOE (HOCPOPUITUPOBAHNE U TIPUBOJUT K PA3BUTHUIO TSXKEIBIX TUCTPO-
(uUecKux MpoLECcCOB B pe3yabTaTe HeIOCTaTOUYHOIO CHHTE3a KieTkoi AT®.

YactuuHoe pazoliieHne okuciaeHus ¢ pochopuarpoBanneM HaOIIOAACTCS PU MHOTHX 3a-
00JIeBaHUSAX, TOCKOJIBKY MUTOXOHJPUH SBJISIOTCA HanboJiee YyBCTBUTEIbHBIMH KIETOUYHBIMU Opra-
HEJIJIAMU K JICWCTBUIO HEOMAronpusATHBIX (PAaKTOPOB BHELIHEW cpesibl. MUTOXOHpHANIbHAS ATOJIO-
T'Hsl pa3BUBAeTCs MpH runeprupeose. [Ipu n30bITOYHOM BBIJCICHUH IIUTOBUIHOM KEJIe30i TopMo-
HOB TMPOUCXOJUT HaOyXaHUEe MUTOXOHJIPUN U UX pacraj], YTO MPUBOJUT K CHIKEHHIO 0Opa30BaHUS
AT®. [Ipu 3TOM YyCHIUBAIOTCSI OKHCIUTEIbHBIE TIPOIIECCHI, OTMEUAETCs 6oiee BHICOKAsk YeM B HOP-
Me TeMIlepaTypa Tela, yJalaercs cepaneOneHue.

Pazobuienne okucauTenbHOro GocGopuaInpoBaHus MOXKET ObITh OMOJIOTHYECKH TOJIE3HBIM.
Ono mpencraBnsieT co00il crocod reHepupoBaHus TEIUIa sl MOAJEeP)KaHUs TEMIIepaTypsl Tena y
3UMHECIISIIUX )KUBOTHBIX, Y HEKOTOPHIX HOBOPOXKACHHBIX KHUBOTHBIX U Y MIIEKOITUTAIOIINX, aJIall-
TUPOBAaHHBIX K XoJjoxy. [l 3TOro mporecca TepMoreHe3a CHelMaIM3UpoBaHa Oypasi KHpOBas
TKaHb, OYeHb OoraTasi MUTOXOHIpUAMHU. B KauecTBe pa3oOmuTeneii B Hell BBICTYNAIOT KUPHbIE KU-
CIIOTBI, BEICBOOOXK/IEHUE KOTOPBIX B CBOIO OUEpEb PETyIUpyeTcss HopaapeHanuHoM. Takum obpa-
30M, CTENEHb Pa300LIEHUs] OKUCIUTEIBHOTO (ochopuarpoBanus B Oypoil KUPOBOW TKaHU HAXO-
JUTCS TIOJ] TOPMOHAJIBHBIM KOHTPOJIeM. MUTOXOHAPUH B 3TON TKaHW MOTYT BBITIOJHATH (DYHKLHUIO
reeparopoB AT® uiay MUHHATIOPHBIX 000TPEeBATENbHBIX MEUYEH.
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B mukpocomax medenu c¢ yyactueM muroxpoma P-450 mpoucxomuT mMeTraboin3M MHOTHX

HeKapCTBeHHBIX BCIICCTB HYTCM nux FI/I,Z[pOKCI/IJII/IpOBaHI/IH. BOCCTaHOBI/ITeJ'DIMI/I I_[I/ITOXpOMOB SABJIA-
rorest HAJTH(HY) n HAJIOH(H™Y):

Jek-H + O, + uuroxpom P-450 (Fe**) + 2H* — Jlek-OH + H,0 + muroxpom P-450 (Fe**)

MutoxoHapuaibHbele TUTOXpoM P-450 - conepxaliine MOHOOKCUIE€HA3HbIE CUCTEMbI HaXo-
ISTCSL B KOPE HAANOYEYHUKOB, B CEMEHHHUKAX, IMYHMKAX, MiareHTe. OHM y4acTBYIOT B CHUHTE3E
CTEPOUAHBIX TOPMOHOB M3 XOJIECTEpUHA. B neueHn npoucxoauT ruAPOKCHIINPOBAHUE XOJIECTEPUHA
T10 TIOJIOKEHHIO 26 B X01€ OMOCHHTE3a JKETUHBIX KHCIIOT.

. KOHTPOJIBHBIE BOITPOCHI 110 TEME:
«OBMEH BEHIECTB U DHEPI'MU. BUOJTOT'MYECKOE OKUCJIEHUE»

1. Kakue 0coOeHHOCTH MPHUCYIIH KUBBIM OpraHU3MaM O CPIIBHEHHIO ¢ HEKUBOU MPUPOI0ii?
B 4em cocTouT cymHoCcTh OOMEHa BelecTB?

2. Ha3oBuTe NpUHIMITHANBHBIE PA3INYHS MEXTy aHA00JIMYECKUMHU M KaTabOJIMYeCKHMH Ipoliecca
MHU.

3. KakoBa nocneoBaTenbHOCTh OOMEHHBIX MPOLIECCOB B OPraHU3ME KUBOTHBIX ?

4. Oxapakrepu3yiTe cTaauu oOMeHa BEIIeCTB B 3aBUCUMOCTH OT KOJIMUYECTBA BBIJIENIIEMOM SHEP-
TUH.

5. Yto Takoe 6uosornuyeckoe okucieHne? YKakute OCHOBHbIE OTINYHUS MPOIIECCOB OHOIOTMYECKO-
IO OKHUCIJIEHHUS TJIIOKO3bl U €€ TOPEHUSI.

6. Kakue nmytu cunre3a AT® CylecTByIOT B OpraHu3Me >KMBOTHBIX ?

7. YTO MOHUMAIOT MO/ OKUCIUTENbHBIM (ochopunmpoBanreM? KakoBbl MEXaHU3MBI PETYISALAN
aToro mpouecca?

8. Ha3oBHTE KOMITIOHEHTHI JAbIXaTEeIbHOMU IIeTIH, CONPSKEHHOH ¢ TpaHchopmanuei snepruu. Ot
4ero 3aBUCUT MOPSI0K UX PACIIOJIOKEHUS?

9. B ueM cocTOUT CyIIHOCTh XeMUOCMOTHYeCKOH Teopuu II.MuTtuenna?

10. O6bscrute nmovemy npu okuciennn HAJTH(H™) B apixatensHOM 1enu 06pa3yercs 3 MOJIEKYJIbI
AT®, a npu okucnennun GAJIH, — 2?

11. B uem coCTOHUT pa3HHIIAa MKy OKUCIUTEIBHBIM U CyOCTpaTHBIM (hochopuimpoBaHuem?

12. Kakue coenHeHus Ha3bIBaIOT Makposprudeckumu? [IpuBenure npumeps MaKpoOIpPru4ecKux

COEMHEHMI U YKa)KUTE B YEM 3aKJIFOYAETCS UX POJIb Ul OpraHU3Ma >KMBOTHBIX ?.
13. Kakoe 3HaueHue sl OpraHu3Ma )KMBOTHBIX UMEET pa3o0IieHne okucieHus ¢ cuatezom ATD?
14. B yem 3akirodaeTcs pojb MUKPOCOMAJIBHOTO OKUCIIEHUS ?
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I'nmaBa 2

HUKI TPUKAPbEOHOBBIX KUCJIOT (IITK)

Oomiee mpencrasnenne. Xapakrepuctuka stanoB LITK.
Koneunsle npoaykte! LITK.

buonoruueckast poss [[TK.

Perymsamus LTK.

Hapymenus pa6otsr LITK.

o OBHIEE ITPEJICTABJIEHUE. XAPAKTEPUCTUKA 3TAIIOB I TK

[Mukn tpukapbonoBsix kucnoT (LITK) mpencrasnsier coboit macucmpanvHulil, yukiuueckutl,
Memabonudeckuti nyms, B KOTOPOM HMPOUCXOTUT OKUCICHUE aKTUBHOW YKCYCHOM KHCIIOTHI U HEKO-
TOPBIX IPYTUX COCAMHEHUH, 00pa3yIoINXCs IPU Pacnaie yriieBoJ0B, JUMUI0B, OCIKOB U KOTOPBIH
o0ecreynBaeT JbIXaTeNIbHYIO 1IEMb BOCCTAHOBJICHHBIMU KO(GEpMEHTAMHU.

LITK 6611 otkpseIT B 1937 rony 1. Kpe6com. OH 060011 UMEBIIHECS K TOMY BPEMEHH JKC-
NIEPUMEHTAIIBbHBIE UCCIIEIOBAHMS U TOCTPOMII IOJHYIO CXEMY IIpoliecca.

Peakuuu LITK mpoTtekarot 6 mumoxonopusix 6 aspoousvix yciogusx.

B Hauane nukna (puCyHOK 6) MPOMCXOIUT KOHJEHCALMsl aKTUBHOM YKCYCHOW KHCIIOTHI (aleTwi-
KoA) co maBeneBo-yKCyCHOM KHCIOTON (OKCAlIOaneTaToM) ¢ 00pa3oBaHHEM JIMMOHHONH KHCIOTHI
(muTpara). OTa peakuus KaTaIu3upyeTCsl YUmMpPamcuHmazou.

Jlanee nuTpaT U30MepU3yeTcs B M30MUTPAT. 30Mepu3anus nuTpara oCylecTBISETCS MIy-
TeM JierujpaTanuu ¢ oOpa3oBaHUEM LHC-aKOHUTATA U €ro mnocieayromei ruaparanueit. Karamms
o0enx peakiuii obecrieunBacT akoHumasa.

Ha 4-ii craguu nuKiIa NpouCXOAUT OKUCIUTENbHOE JeKapOOKCHIMPOBAHNE U30IMTPATa 0T
neiicteueM uzoyumpamoezuopozenasvt (U1JI') ¢ oOpa3oBanrneM O-KeTOIJIyTapoOBOil KHCJIOTHI,
HAIIH(H") win HAI®H(H") u CO, HAJ-3aBucumas W' 10Kanu30BaHa B MUTOXOHAPUSX, a
HAJI®-3aBucuMbIil pepMEeHT MPUCYTCTBYET B MUTOXOHPHUSAX U LIUTOTIIA3MeE.

B xome 5-if crammm  OCYyHIECTBISETCS OKUCIUTENBHOE JEKapOOKCHIMPOBAHUE O
KeTorjayrapara ¢ o0pa3oBaHHEM AKTHBHOM SHTapHO# kKucaoThl (cykuunuia-KoA), HA/[H(H) u
CO;. DTOT mpolIecC KATATUZUPYET OFKEeMOo21ymapamaoeuopozeHa3uvlili KOMnaeKkc, COCTOSIIINN 13
Tpex (pepMEeHTOB U MATH KO(PEPMEHTOB.

@epMeHTHI - 1) O-KeToriiyTapaTAeruIporenasa, cszantas ¢ kopepmentom TIID; 2) Tpanc-
CYKLMHMIIIa3a, KOYEPMEHTOM KOTOPOM SIBIISICTCS JIUTIOEBAs KUCIOTA; 3) JUTHUAPOIUIOMIIETUIPO-
reHasa, cBs3anHas ¢ ®AJl.

Kpome Toro B paboTe koMmIuiekca npuHUMaroT yuactue kopepmentsl KoA-SH nu HAJI.

Ha 6-i1 ctagum mpoMCXOIUT paclieryieHHe MaKpOdPrHuecKol THOI(HUPHOU CBA3U CYKIIHU-
Hu-KoA, conpspkennoe ¢ pocpopunupoBanuem ['JID. O6pa3yroTcst sHTapHasi KUCJI0TA (CYyKIH-
HaT) u [ T® (na yposne cybcmpamuozo ¢hocopunruposanus). Peakuus KaTanu3upyercs CyKyu-
Hun-KoA-cunmemaszou (cyxyununmuokunaszoir). ®ochopunpras rpymma ['TO Moxker mepeHo-
cutbes Ha AIID: T +A/]® — I[[]D + ATD. Karanuz peakuuu MPOUCXOAUT MPH ydacTuu Qep-
MEHTa HYKJIeO3UITU(OCHOKUHAZHI.

B xone 7-# craguu OCyHIECTBIISIETCS OKHUCIEHHE CYKLMHATa MOJ ACUCTBUEM CYKUUHamoe-
cuopozenaszwl c oopasoanuem pymapara u PA/JH-.

Ha 8-i1 cranuu gpymapameudpamaza obecneunBaeT NpUCOEAMHEHUE BOABI K (ymMapoBOH
Kkucnote ¢ oopazoanriem L - si010uHO# Kuea0ThI (L- manara).

L-manar Ha 9-i cTaguu noja NEHCTBUEM MAaaAmoezuopo2eHasbl OKUCISIETCS J0 OKCAJIOo-
auerara, B peakuuu Taxke oopasyercs HAJH(H"). Ha okcanoanerare MeTaboIMYECKUI MyTh 3a-
MBIKA€TCsl U1 CHOBA nosmopsemcs, IpuoopeTas HUKJIMYeCKUH XapakTep.
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PucyHox 6 - Lluki1 TpukapOOHOBBIX KUCIIOT.
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o KOHEYHBIE ITPOAYKTbBI LHTK
Cymmapnoe ypasaenue LITK nmeer cnenyromuii Buz:

Q)

I
CH; - C~ S-KoA + 3 HAJ' + ®AJl + I'I® + H;PO4 + 3 H,O0 —
— 2CO+3HAJIH(H") + ®AJIH; + I'T® + KoA-SH

Takum 00pa3oM KOHEYHBIMH MPOIYKTAaMH IMKIA (B pacdere Ha 1 060pOT) ABIAIOTCS BOC-
cranoBJeHHbIe Kodepmentsl - 3 HAJITH(H) u 1 ®AJIH,, 2 MoeKyIibl YIIIEKHCIOTO Trasa, 1 Moe-
kyna I'T® u 1 monexyna KoA-SH.

° BUOJIOI'MYECKASA POJIb LITK

[ukn KpeGca BBINOTHSET uHmezpayuoHuyto, ampuoonuueckyro (m.e. Kamaoonuueckyio
U aHADOIUYECKYI0), IHEP2EMUUECKYIO U 8000POO0OHOPHYIO POlb.

HNuTerpanuonnas pons coctouT B ToM, uto LITK mpeacrasisier coOoit koneunsviti obuyuti
nymb OKUCIeHUs TOTUIMBHBIX MOJIEKYJ — YTJIEBOJIOB, YKUPHBIX KUCIOT U aMUHOKHCIIOT.

B L TK npoucxoaut oxucaenue ayemun-KoA — smo kaTtadoJanvuecKas poss.

AHaloumuecKasi poib Yukia 3aKIOYAEeTCs B TOM, YTO OH IIOCTABIISIET MPOMENCYMOYHbIE
npodykmul Ui buocunmemuveckux mpoieccoB. Hampumep, okcanoanerar UCIoJIb3yeTcs Uil CHH-
T€3a acnapmama, O-KETOTTIyTapat — Juist oOpa3oBaHus 2nymamama, CyKuuHWI-KoA — st cuHTe3a
eema.

Opnna monekyna AT® obpasyercst B LITK Ha ypoBHE cybcmpamnozo ¢hocgopuruposarus —
9MO IHEPZEMUUECKASA POTb.

Bopopoanonopuasi poss cocrout B ToM, uto LITK obGecnieunBaer BoCCTaHOBIEHHBIMU KO-
dbepmeHTaMu HA,ZZH(H+ ) u PA/[H, npixaTenbHYIO LEMb, B KOTOPOU MPOUCXOIUT OKUCIECHUE BOJO-
pona 3TuX Ko(epMEHTOB JI0 BOJbI, conpsbkeHHOe ¢ cuHTe30M AT®. [Ipu okuciaeHnH 0IHOM MoJie-
kynsl anetun-KoA B IITK o6pasyrorcs 3 HAIH(H) u 1 ®AJIH,

Boixon AT® nipu okucnenun anetui-KoA cocrasnsier 12 monekyn AT® (1 AT® B IITK na
ypoBHe cyoOcTpatHoro (ochopunupoBanus u 11 monexkyn AT® npu oxucieHun 3 MOJIEKYI
HAIH(H") u 1 monexyast ®AJ[H, B AbIXaTenbHOM LENH HA YPOBHE OKMCIUTENLHOTO (GochOopHIIm-
poBaHMUs).

o PEI'YJisIONUA I TK

Ckopoctb pynkumnonuposanust LITK TouHo nogoruana k nompedornocmu xinetok B ATO, T.e.
ki1 KpeGca conpsbkeH ¢ pIXaTeNbHOM 1enblo, (PYHKIIMOHUPYIOIIEH TOJIBKO B a3pOOHBIX YCIOBH-
aX. BaXxHON perynsTopHOU peakuuel IUKia SBJISETCS CUHTE3 LUTpaTa u3 anetuia-KoA u okcano-
areraTa, IpOTEKAIOUINI IPU YUaCTHH UMTPATCUHTA3BI. Buicokuil ypoeenv AT® uneubupyem nan-
HBI ¢epMeHT. BTopas perynasTopHas peakuus LUKIa — W30LMTpaTaerugporenasHas. AP u
HAIT" akmusupyiom pepment, HAJJTH(H") u AT® uneubupyiom. TpeTbeil perynsaTopHoil peakuuei
ABIISIETCS OKUCJIUTEILHOE IeKapOOKCHIMpOBanHue Oi-kerorayrapara. HAJH(H),cykyunun-KoA
u AT® uneubupyrom O-KeTOTIyTapaTAeTuIporeHasy.

o HAPYHWEHUSA PABOTHBI LHTK
Hapywenue ynximonnpoanus LTK Moxer ObITH CBsI3aHO:
- ¢ HeJlocTaTKoM aneTmi-KoA;
- C HEJJOCTAaTKOM OKcaJioareraTa (OH oOpa3yercsi Ipu KapOOKCHIMPOBAHUY NIHPYBaTa, a MOCICAHUN
B CBOIO Ouepe/b MpH pacnaje yrieBoaos). HecOamaHCUPOBAHHOCTD pallMOHA MO YIIIEBOIAM BJIEYET
3a coboit BrioyeHue aueTui-KoA B keroreHe3 (0Opa3oBaHME KETOHOBBIX TEN), YTO MPUBOAUT K
KET03aM;
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- C HapyIlIEHUEeM aKTHUBHOCTH (PEPMEHTOB MO MPUYMHE HEAOCTATKa BUTAMHUHOB, BXOASAIIUX B COCTAB
COOTBETCTBYIOIINX KO(EPMEHTOB (HEIOCTaTOK BUTaMuHa B mpuBomut x Henocratky TIID u Ha-
pYIICHUIO (YHKIMOHUPOBAHUS O-KETOTIIYTapaTIerupOoreHa3Horo KOMILJIEKCa; HeI0OCTaTOK BHTa-
MuHa B, Benet k Henoctarky @A/l n HapylIEeHUIO aKTUBHOCTH CYKL[MHATAETMAPOTE€Ha3bl; HEIOCTA-
TOK BUTaMHHa B3 Bieuer 3a co6oit HenoctaTok koepmenTa auunupoBanus KoA-SH u Hapymenue
AKTUBHOCTH Ol-KE€TOTIyTapaTAeruIpOreHa3Horo KOMIUIEKCa; HeA0CTaTOK BUTaMMHA Bs mpuBoaut k
Hepgocratky — HAJI u HapyLICHUIO aKTUBHOCTH M30LUTPATAETUAPOT€HA3HI, o-
KETOIJIyTapaTIeruiporeHa3Horo KOMIUIEKCAa M MallaTAECTMAPOTEHa3bl; HEJOCTATOK JIMIIOEBOM KH-
CIIOTBHI TaK)Xe MPHUBOAUT K HAPYIICHUIO (DYHKIMOHUPOBAHHS O-KETOTIIyTapaTAEeTHAPOreHa3HOTO
KOMILJICKCA);

- C HEJOCTAaTKOM KHCJOpoJa (HapylleH CHHTE3 TeMOrjIo0nHa U (PYHKIIMOHUPOBAHHE JbIXaTeIbHON
e, HAJTH(H™) BbIcTymaeT B 9TOM cliydae B POJIM aIOCTEPUYECKOTO HHIMOMTOPA M30LUTPAT/IE-
TUAPOTEHa3bl U Ol-KETOTIyTapaTAer upOreHasbl).

. KOHTPOJIBHBIE BOITPOCHI I10 TEME:
«[IUKJI TPUKAPBOHOBBIX KUCJIOT

1. Kakue coequnenus spisitorcs ucrounukamu auetui-KoA, HIYK, a-kerormyrapaTa 1uis paboThl
I[ITK?
2. Kakue peaxnuu L[TK sBisitoTCS MCTOUHMKAMH BOCCTAHOBJICHHBIX KO(QEPMEHTOB JUISL JIbIXaTEIlb-
HOU LIEIN.
3. B yem 3akirodaeTcs HHTErpalroHHas1, aMmpudomnueckas u sHeprerudeckas posus L[TK.
4. Paccuuraiite Borxog AT® npu okucnenun anetmwin-KoA? Ykaxkute ckoiabko AT® mpu 3ToM 06-
pasyeTcsi Ha ypOBHE OKHCIHMTEIbHO (ochopunupoBanus, a kakoe koindectBo AT® Ha ypoBHE
cyocTpatHOTo (PochOopHINpPOBAHHSL.
4. HazoBute perynstopusie ¢pepments! LITK. Kak Bausier Beicokuit U Hu3Kkuil ypoBeHb AT® Ha ak-
TUBHOCTH KiTI0ueBBIX GpepmenToB LITK?
5. Tlouemy mpu HeIOCTaTKE BUTAMHUHOB Ipymibl B mpoucxoaut HapymieHue (yHKIMOHUPOBAHUS
IOTK.
6. B peakuusx L{TK oTcyTcTBYeT KMCIOpOI, OJHAKO LUK pabOTAaET TOJIBKO B a9POOHBIX YCIOBUSX.
OObsicauTe IoYeMy?

19



I'maBa 3

OLMEH YIJIEBO/IOB

¢ [lonstue 06 yrieBojax, pacpocTpaHEHUE B IPUPOJIE U 3HAUCHHUE JUIsI OpraHU3Ma
KUBOTHBIX.

[lepeBapuBaHue U BCAChIBAHUE YTIICBOJIOB.
AHa’po0OHOE OKHCIICHHUE YTTIEBO/IOB.

ABPOOHBII TIIUKOJIN3.

[Tento3odochaTHbIi MyTh TPEBpaILEHUs YTICBOIOB.
I'moxkoHeorenes.

MerunmanoHaTHbIN IIyTh.

buocunTes rmukoreHa (TIMKOTeHE3).

Perynsus oOMeHa yriieBo10B.

Hapymenust oOMeHa yrieBoJioB.

. IHOHATHUE OB YI'VIEBOJAX, PACITPOCTPAHEHUME B IPUPOJIE "
3HAYEHME VI OPTAHU3MA KUBOTHbBIX

YraeBoabl — 3TO anpAETUI0- U KETOHOIIPOU3BOJHBIE MHOTOATOMHBIX CIIMPTOB, UX LIUKIIU-
yeckre (POpMBI U MPOIYKTHI UX KOHJCHCAIUH.

VYTraeBoibl IIMPOKO pacrpocTpaHeHsl B pupoie. OHK 00pa3yroTcsl B paCTEHUSIX U3 YIIICKH-
CJIOTO Ta3a W BOJBI B pe3ynbTare porocunres3a u cocraBisitor 80-90 % cyxoit Maccel pacteHuid. B
OpraHu3Me )KMBOTHBIX COAEPKUTCS 1-2 % yrieBoloB B IIEpECUETe HA CyX0€ BELIECTBO.

Ponp yrneBonoB MHororpanHa. OHM SIBJISIIOTCS OCHOBOM CTPYKTYpPBI PACTUTEIbHBIX KIIETOK,
HCIOJIb3YIOTCSL B DHEPIETUUYECKUX IPOLIECcCaX M OTKIIAJBIBAIOTCS B BHUJE 3allaCHBIX MUTATEIIBHBIX
BellecTB (KpaxMai). B opranu3mMe JKMBOTHBIX M YeJIOBEKa OHM BBITMOJIHAIOT ClIEAYIOINEe (GyHKINU:

- JHepreTHYecKylo (IpHu OKUCIEeHUH | T yrieBoJoB Bbiaensercs 4,3 Kkajil 3HEPTUn);

- CTPYKTYPHYIO. YTJIEBOJABI BXOJAT B COCTaB OMOMOJIEKYN (Hampumep, pubdo3a — co-
CTaBHOM KOMIIOHEHT HYKJIEMHOBBIX KHCIIOT, HYKJICOTHIOB, HYKICO3UIOB, KO(PEPMEHTOB HYKJIEO-
TUJHOTO CTPOEHUS, psAJla MAaKPOIPTUUECKUX COEITMHEHUN);

- 3alMTHYIO (HarpuMmep, THaTypOHOBas KUCIIOTA, BBIMOIHSSA POJIb «CKJIEUBAIOLIETO, 1ie-
MEHTHPYIOIIET0» BEILECTBA, CIYKUT OapbepoM, MPEeNOXPaHSIOMMM KIETKH OT NMPOHUKHOBEHUS
MUKPOOPraHU3MOB U SOBUTHIX BEILECTB; aHTUI€HHAs CHEM(PUIHOCTH UMMYHOTJIO0YIMHOB OCHO-
BaHa Ha YIJIEBOJHOM KOMIIOHEHTE) U JIp.

B 3aBuCMMOCTH OT XMMHYECKOTIO CTPOEHUS YIJIEBObI JENATCS HA IPOCThIE (MOHOCAXapH/IbI,
HE MOJIBEPralolINecs THIPOIN3Yy) U CIOKHBIE (OJIUIO - U IMOJINCAXAapUAbI, JAIOUIUE NPU MOJHOM
TUAPOIN3E MOHOCAXapHUIbl).

o INEPEBAPUBAHUE U BCACBIBAHUE YI'JIEBOJIOB

B opranusm >KMBOTHBIX YIJIEBOJbI ITOCTYNAIOT B BUAE MOJIMCAXapUI0B (B OCHOBHOM Kpax-
MaJ 4 KJIeT4aTKa), AMCaxapu0B U B HE3HAUUTEIBHOM KOJIMYECTBE B BUJI€ MOHOCAXapHIOB.

Jlu- 1 nmosMcaxapuabl B KEITyI0YHO-KUIIEYHOM TPAKTE MOJBEPraroTCs ACHCTBUIO IMHUIIIEBA-
PUTETBHBIX (DEPMEHTOB KJlacca TMIPOIIa3, OKIacca IITMKO3U/Ia3.

Kpaxmasl B TOHKOM OTJelle KMIIEYHUKA O] JACUCTBUEM Ol-aMHJIA3bI II0KEITYI0YHOM XKe-
Je3bl, paclleruisiome o-1,4-rMKo3uaHble CBS3M B JIMHEHHBIX ydacTKax M amMuiI0-0-1,6-
IJIMKO3KM1a3bl (IEHCTBYIOUIEH B TOYKAaxX pa3BETBIICHHUS) MpeBpaliaercs B ManpTo3y. Kuiieunas
MaJibTa3a FUAPOJIM3YET MAIBTO3Y 10 2-X MOJIEKYN O-D-riroko3sl (B pacuere Ha 1 MoJieKylly Mallb-
TO3BI):
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H,O H,O
Kpaxman ——— manpro3a — O-D-rimokosa

Knemuamka (uesnionosa), coCTosimas U3 OCTaTkoB B-D-rimrokossl, coeauHeHHbIX [-1,4-
TJIMKO3UHBIMH CBS3SIMU, HE PACIHICIIISACTCS (PepMEHTAMHU MHUIEBAPUTEIILHBIX COKOB YKUBOTHBIX.

[Ton BnusiHMEM (epMeHTa HeTI0J1a3bl, BEIPadaThIBAEMOT0 MUKPO(IOpO pyOIia )KBauHBIX
U CJICTION KUIIKH JIOIIAJEH, KIeTYaTKa TuAPOJIU3YETCS:

H,O
Knerywatrka —— 1emiodnosa

Ilenno6uo3za non neiicTBreM He1J100Ha3bI (TaKKe BbIpabaThIBa€TCsI MUKPO(IOPOit) pac-
merusierest 10 -D-riioko3bl.

H,O
emnobnoza ——> 2 B-D-mrroko3s! (Ha 1 MOJIEKYITY 1ETT00HO03EI).

B nanpheiitem wacte -D-Ti1r0K03bI O] AeiicTBHEM (HEPMEHTOB MHKPOOPraHU3MOB MOJI-
BEpraeTcs pa3jiMyHbIM BuAaM OposkeHus. IIpu 3Tom oOpa3yrorcs jeTydue KUpHbIe KUCIOTHI (YK-
CyCHasi, IPOIIMOHOBAsI, MacisiHasl, MOJIOYHas), albJErH/Ibl, KETOHBI, CIIUPTHI, Ta3sl. OCHOBHAs Macca
KUPHBIX KHCJIOT BCACHIBAETCS CIU3UCTON 000JI0UHON MHOTOKAaMEPHOTO KEIIyJKa >KBayHbIX. YacTb
U3 HUX pacxoJyeTcs Ha IMUTAaHUE MUKPOOPIraHM3MOB U SBISECTCA MaTepUaoM s CUHTE3a MU
AMHHOKHUCIIOT, OCJIKOB, JIMIIMIOB, HYKJIIEMHOBBIX KHCIIOT U JAPYrHX BellecTB. MUKPOOPraHU3MBI, T1e-
pEeBapUBAsCh B HU3C JICXKAIUX YYACTKAX KEIYJOYHO-KHUIIEYHOTO TPAKTa, CIYXKaT Ul IOJIYy4CHUS
OpPraHU3MOM-X03SIMHOM OMOJIOTHYECKH BAKHBIX cOeMHEHHH. OpraHu3M KpyIMHOTO poraToro CKoTa
Ha 40% u 6osee MOXKET YIOBJIETBOPATH CBOM SHEPIETUUECKUE MOTPEOHOCTH 32 CUET BCOCABILUXCS
B IIpEPKEITyAKaX KUPHBIX KUCIOT. Y KOPOB IOJOBUHA YKCYCHOM KHCIIOTBI, BCOCABIICICS U3 MPEN-
KEIyJKOB B KPOBB, TOCTYIMAET HA OMOCHHTE3 KHUPA MOJIOKA.

MoouHBIN caxap Jiakmo3a pacleIuIseTCs 01 JCHCTBUEM JIAKTA3bI:

H,O
Jlakro3a —> [-D-ranakro3a + o-D-riroko3a

Caxapo3za nonsepraercs 1eHCTBUIO (pepMeHTa caxapasbl:

H,O
Caxapoza———> o-D-rimoko3a + B-D-¢pykroza

JlakTaza u caxapa3a aHQJIOTMYHO MajlbTa3e IMPOLYLUPYIOTCS KIETKaMHU KHUIIEYHUKA, HE BbI-
JEeNAACh B IPOCBET, a IEHCTBYIOT HAa MOBEPXHOCTH KJIIETOK (IIPUCTEHOYHOE MUILEBAPEHHE).

BcacpiBanue MoHOCaxapua0B MPEACTABIAET cOO0M CIOKHBIA OMOXMMHUYECKHH MpOIecC HX
TpaHCIOpTa yepe3 MeMOpaHbl KJIETOK TOHKOTO KHIIeYyHUKa. [[poHHMKHOBEHHE MOHOCaXapuioB ue-
pe3 KJIeTOUHble MEeMOpPaHbl MPOUCXOIUT MyTeM TudQy3Ud U IMyTeM aKTUBHOTO TPAHCIOPTA C II0-
MOIIBIO0 OETKOB-NIEPEHOCYNKOB. ECIN MpUHATH CKOPOCTHh BcachiBaHUs TI0K03bl 32 100 %, TO s
rajakTo3sl 3ToT nmokasarenb — 110 %, a ans Gpykrossl — 43 %. Bo BpeMs BcachbIBaHHsSI MOHOCAXa-
puzbl GocHOpHIIMPYIOTCS M YaCTUYHO TAyTOMEPH3YIOTCS (rajlakTo3a, MaHHO3a, (GPyKTO3a) B TJIIO-
ko3y. TakuM 06pa3oM, OCHOBHON MOHOCaxapu, MOCTYNAIOMUN B KPOBOTOK U3 KHIIECYHUKA, - TIIIO-
ko3a. [Io BOpOTHOI BeHE OHA AOCTABIISIETCS B [1€YEHD, YACTUYHO 3a/1€P’KUBAETCS KIETKaMH [IEYEHU
(OTKIaaBIBASACH MIPO 3arac B BUE INIMKOT'€HA), YaCTUYHO MOCTYNaeT B OOMIMKA KPOBOTOK M M3BJICKa-
€TCsl KJIIETKaMM JIPYTMX OpraHOB U TKaHEH.

MoHocaxapuibl KpOBH MCIOJB3YIOTCS Ul SHEPTeTUUECKUX moTpedbHocrelt opranuzma (60-
70 %), nns cuareza munuaoB (30 — 35 %), st oOpazoBanus rnukorena (3 — 5 %).
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o AHAJSPOBHOE OKHCJIEHHUE YIVIEBOJ10B

AnHaspoOHOE OKHUCIIEHHE MTPOUCXOIUT B KJIETKAX, OpraHax M TKaHax 0e3 yuacTHs KUCIOpoJa.
Ecnu naHHbIM npoliecc HAUMHAETCS C MPEBPAILEHHS TIIIOKO3bI M 3aKaHUYMBACTCS 00pa30BaHHEM MO-
JIOYHOW KHUCIIOTBHI, TO OH Ha3bIBACTCS aHA’POOHBIM 2IUKOAUZOM, €CITM HAYMHACTCS C MPEBpAILICHUS
[JIMKOT€HA — 2TUKO2EHOIUZOM.

I'nukonus

Ha 1-if craguu rimkosm3a (pUCYHOK 7) MPOUCXOIUT (POoChOPHUIMPOBAHUE TIIOKO3BI O]
nericTBueM (epMeHTa 2ekcokunazbl B npucyTcTBud AT® u noHOB Mg2+ ¢ 00pa3oBaHHEM IJIIOKO-
30-6-ocdara (I'-6-D), KoTOPHIN Ha 2-1 cTaAUU NpeBpalaeTcs Bo PpykKro30-6-gocdar (D-6-D).
DTy peakluio KaTalu3upyeT 2ntwKozogocghamuszomepasza. B xone 3-il ctaguu OCYyLIECTBISAETCA
dbochopunmupoBanue Pppykro3o-6-pochara, B pesynbprare uero obOpazyercs ¢pykTo30-1,6-
mudocpar (P-1,6-). Karanus maHHOl peakiuum 0OECHEdHBACT B NMPHCYTCTBHH HOHOB Mg u
ATD pocghoppyxmokunasza.

Ha 4-if cramuun @-1,6-® mon aeiicTBreM aibdosiazwl pacuieruisercs Ha 2 HochoTpro3s -
riaunepanabaerua-3-gocdar (I'A-3-@) u guruapoxkcuaneronpocdar (JAD).

JA® non neictBueM mpuozogochamuzomepaznl npeppamiaercs B I'A-3-O. Takum obpa-
30M, U3 OJTHOM MOJIEKYJIBI TJIFOKO3bI MBI ITOJIydaeM 2 MojeKyisl ['A-3-D.

['A-3-® B npuCYTCTBHU 2nuyepanvoezudpochamoezudpozenasnt, xopepmenra HA™ u
dochoproit kHucHOTHI OKUCHAETcs ¢ oOpasoBanueMm 1,3-audocoraunepara (1,3-IOI) u
HAIH(H). DHeprus, BEICBOGOKIAIOMASACS B 3TON PEaKIMU aKKYMYJIMPYETCS B MAKPOIPTHIECKOM
cBsa3u 1,3-J1®DI°, koTopslii fanee npespamiaerca B 3-gocorauuepar noja AeicTBueM gocghoznu-
yepamkunazvl. ITOT Tpoliecc comnpsikeH ¢ pochopunupoBanneM AJID (obpasyercst 47D Ha ypoB-
HE cyocmpamuo2o hochopunruposarus).

3-®I" npu yuactuu gpocghoznuyepammymasot npespamiaercs B 2-pochorannepar (2-OI),
KOTOPBIA IOABEPraeTcs ACTHApaTaluyd B IPUCYTCTBUM €HO/1A3b1 U HOHOB Mg2+. B pesynbrare
obpaszyercs ¢ocdoenonnupysat (DEII), conepxammii makposprudeckyto cBsi3zb. OEII mon geii-
CTBHEM IHPYBATKMHA3I MPH HAIMYHE HOHOB Mg®* mpeBpaiaercs B HOIbHYIO (POPMY HPYBATA.
3toT mpouecc conpspkeH ¢ cuaTe3oM AT® Ha ypoBHe cyOcTpatHOro dochopunrpoBanusi. EHONb-
Has popMa mupyBaTa TayTOMEpPU3YETCsl B KETOHHYIO (opMYy.

Ha 3axyrounTenbHON CTaauy TJIMKOJIM3a MPOMCXOJUT BOCCTAHOBJIEHHE nupyBara 1o L-
aakrara B npucyrcteun HAJIH(H) wu Qepmenta takmamoezudpozenazvi. O6pazyromuiics B
1ol peakuuu kopepment HAJ[" B nanpHelIeM UCIIONIB3yeTCsa B peakuu okucieHus I'A-3-D.

Takum 0bpazom KOHeYHbIMU NPOOYKMAMU 2IUKONUZA ANAIOMCA 2 MONeKYabl L-nakmama u 2
Mmonexynvl ATD 6 pacueme na I MONEKYIY e1OKO3b.

Perynsinusi rivkoiu3a OCYILIECTBIISIETCS Ha YpoBHE (poc(hoPpyKTOKMHAZHON peakiuu.
®epmeHT UHTHOUpYeTcs BBICOKUM coaepkanueM AT® u mutpaTa. AJUIOCTEpUUECKUMH aKTUBATO-
pamu pocdodpykrokunassl sBisrorcs AMD, AJ1D, O-6-O.

I'nukorenosms

I'mukoreH mpeacTaBisieT cOOON pa3BETBICHHBIN MOJIMCAXapU], COCTOSIIINN U3 OCTaTKOB O
D-riroko3bl, CBA3aHHBIX MEXIY COOON B JIMHEHHBIX YyYacTKaxX MOJEKYNbI O-1,4-TIMKO3UIHBIMU
CBSI3SMH, a B TOUKAX BETBJICHUS O- |,6-TITMKO3UAHBIME CBS3SIMU.

Ilon neiictBueM 2nukozengocghopunazpr NPOUCXOIUT OTUIEIUIEHUE OJHOTO TJIFOKO3HOTO
OCTaTKa B JJMHEHHBIX Y4acTKax C MEPEHOCOM €ro Ha MOJIEKYTy (pochOopHON KUCIOTHI, B pe3yIbTaTe
yero obpazyercs riawko30-1-gpocdat (I'-1-0). ['muxorendocdopmiaza padboraer 10 TexX MOp, MOKa
10 Omkaiiiel TOUKM BETBJICHUS He OocTaHeTcs 4 ocTaTKa IIIOKO3bI, 3aTeM B paboTy BKIIIOYAETCS
bepMeHT onuzocaxapuompancegepasa, niepeHocsuil GparMeHT U3 3-X TITIOKO3HBIX OCTATKOB Ha
COCE/IHIOI0 BETBb, TAKUM 00pa3oM, B TOUKE BETBJICHHUS OCTAeTCsA OIMH TIIOKO3HBINA ocTatok. OH
OTHICTIISCTCA THAPOIUTUYECKUM ITyTEM C TIOMOIIBIO O- 1,6-TIIMKO31Aa36l B BUJE CBOOOTHOM MOJIe-
KYJIBI TJIIOKO3bI U BHOBB CO3/IAIOTCSl YCIIOBUS Ul paOOTHI TIMKOreH(pochopuiasbl B IMHEHHOM 1ie-
Iy.
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Pucynok 7 — XuMu3M peakiuii aHa’poOHOT O TIINKOJIH3a

CH,OPO3H,
" H H CH,OPO;H, CH,OH CH,OPO;H, CH,OPO;H,
H +aTo, Mg A +ATO, Mg
OH H reKCOKHMHa3a OH H -~ :
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OH OH nu3zomepasa -Al1®
H OH OH
H OH OH H OH H
II0K03a II110K030-6-ocdar bpyKT030-6-hocdar
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[TpoaykT riurorendocdopunazHoi peakiuu I'-1-@ nanee moxa neiictBueM gpocgpoznroko-
myma3swt npespaiaercs B I'-6-, KoTopbIi BOBJIEKAeTCs B INIMKOJIUTHYECKHI ITyTh (puc. 8).
{C'SH1lJDb:|l~I
H4qPO,4 HO A
(CoHo0s ), /\E———i% r-1-0 — lleJ B Mbiluyax

Fnuxares Gocpopunasa
~ Ho0

~» HaPOy4

mokoza
L _ J

B neuenu
PI/ICYHOK 8 - CXGMa pacnaz[a TJIMKOI'€HAa B MBIIINAX U [ICYCHU.

Koneunwvie npooykmot 2nuxozenonuza — 2 monexyavl L-nakmama u 3 monexynvt ATD ¢
pacueme na 1 monexyny 210Ko3ul.

Bunonornyeckas posib aHA3POOHOr0 OKHMCICHHSA
- HepreTuyeckasi. AHa’poOHOe OKHCIeHHe — UCTOYHUK AT® mis GuocuHTETHYE-
CKHUX IPOIIECCOB (MAYIIMX C MOTJIOIIEHUEM SHEPTHM), Ul MIPOLIECCOB MBIIIEYHOTO COKPAIIEHUS U
aKTHUBHOTO TPAaHCHOPTa. B spuTponurax, He UMEIOIUX MUTOXOH/PUH, a CIeI0BATEIbHO U (epMeH-
toB LITK, norpe6HOCTs B AT® ynoBIETBOPSAETCS TOJIBKO 32 CYET aHA3POOHOT0 pachaia yriieBoI0B.
I'nukonu3z naet 2 moJiekyjabl AT® (tabm. 1).

Tabnuya 1. Dnepeemuueckuti 6ananc 2AUKOIU3A

Peaknus N3menenne xonmuuectsa ATO B
pacdere Ha 1 MOJIEKYITy TITFOKO3BI
I'mroxo3a — r0K030-6-ocdar -1
D-6-© — O-1,6-D -1
2 1,3-IdI'— 2 3-0T + 2 AT® na ypoBHe cyOcTpaTHOTO (hoChOpHINpOBaHUS
2 ®EIl — 2 nupysar + 2 AT® na ypoBHe cyOcTpaTHOTO (hOChOpHINPOBaHUS
HUroro: + 2 ATO

DHepreTuyeckuil Oananc 2nukozenonusza cocrapisier 3 moJiekyabl AT® B pacuere Ha 1
ocTaTok IoKo3bl (+ 4 AT® Ha ypoBHe cyOcTpaTHOTO (GOCHOPUIMPOBAHUS B TEX K€ PEAKLIUAX, UTO
u npu raukommse u — 1 AT® B dpochodpykrokunaznoit peakuuu: O-6-O — O-1,6-D).

D¢ (eKTUBHOCTH HCIIOJIB30BAHMS SHEPTUU TP TIIMKOJIN3€E M TJIMKOT€HOJIU3€E COCTaBIsAET 35
— 40 %, octanbHble 60 — 65 % paccenBaroTCA B BHJE Terja. TakuM 00pazoM, ¢ SHEPreTUYecKoi
TOYKH 3pEHHUSI aHA’POOHOE OKUCIIEHUE YIIIeBOJOB HEA(P(PEKTUBHO, OJHAKO (PU3UOJIOTHUECKOE €Tro
3HAa4YCHUE BEJIMKO, TAK KAK OPraHU3M MOXET BBIIOJIHATH CBOU (DYHKIIUHU B YCIOBUSAX HEAOCTATOYHO-
ro CHaOXKEHUs KUCIOPOJIOM;

- aHa0oymyeckasi (TIPOMEXKYTOUYHBIE MPOAYKTHI HCIOJB3YIOTCS A OMOCHHTETUYECKHUX
nporeccoB, Hanpumep, JAD — ans oOpazoBaHUs JIUMHUIOB, TUPYBAT — JUISI CHHTE3a HEKOTOPBIX
aMHHOKHUCIIOT);

- peryasitopHas (1,3-/1®T" npespamaercs B opranusme B 2,3-J{®I, perynupyromuii cpoa-
CTBO TeMorjo0uHa K kuciopoy. Yewm Boitie yposens 2,3-/1PI', Tem HmXKe CpoACTBO U HAOOOPOT).

o A93POBHOE OKHUCJIEHUE
A>poOHBIH IJIMKOJM3 TPOTEKACT 10 TEM e dTaraM, 4YT0 U aHa’pOOHBIN 10 00pa3oBaHUA
nupyBara. B a’spoOHBIX yCIOBHSIX MUPYBAT B MUTOXOHAPHUSAX IMOJBEPracTcs OKUCIUTEIBHOMY Je-
KapOOKCHIIMPOBAHUIO MO ACUCTBUEM MYIbTU(DEPMEHTHOTO RUPYBAM Oe2UOPOEHA3ZHO20 KOMNJIEK-
ca:



COOH o)

| KoA-SH, HAJT /Il

Cc=0 HAJTH(H") + CO, + CH; - C ~ S -KoA
| E,-TII®, E,-JIK, Es-DAJT

CH,

E, — mupyBaTneruaporeHasa (cBsi3aHa ¢ THaMHUHITPOdochaTom)
E, — auruaponunonntpaHcaneTuiaza (COequHEHa ¢ TUMOEBON KUCIOTOM)
E; — murupponumnomineruaporeHasa (kopepMeHT — (praBuHAICHUHIAHYKICOTHT)

AKTHBHOCTb NMHUPYBATAETUIPOTEHAZHOTO KOMIUIEKCAa HHIHOUPYETCsl PU BBICOKMX COOTHO-
wenusx AT®/AD; anerun-KoA/KoA-SH; u HAJJHH )/HAJ".

HAJH(H") mocrymaer B AbIXaTENbHYIO LEMb, TJ€ €r0 BOJOPOJ OKUCIISETCS 0 BOJBI, alle-
tun-KoA — B IITK, B xoTopom oH okucisiercsi ¢ oopazoBanreM CO; U BOCCTaHOBIECHHBIX KOdep-
mentoB HAJTH(H") u ®AIH,, BOJIOPOJ KOTOPBIX B JBIXaTEIbHOW LIEMU OKUCIAETCS IO BOJABI U
3TOT MPOLECC COMPSKEH ¢ cuHTe30M ATO.

Takum 00pa3zom KOHEYHbIMU NPOOYKMAMU AIPOOHO20 OKUCIEHUA V2160008 AGIAIOMCA
CO,, H;O u AT®. Brpixon AT® npu OKUCIEHUH TIIOKO3bI B @3pOOHBIX YCIOBUSAX COCTaBISIET 38
Mojieki AT® (taba. 2).

Tabnuya 2. Dnepeemuyeckuil 6ANAHC APOOHO20 OKUCTICHUS 2TIOKO3bL.

Peaknus N3menenne komuuectBa AT® B pacuere
Ha | MOJIEKYITy TIIFOKO3BI

Iiroko3a — noK030-6-docdar -1

D-6-O — O-1,6-D -1

2TA-3-© — 2 1,3-ADT 2 HAIHH") — + 6 AT® B mpIXaTelbHOM IEH Ha ypOBHE
OKHCIIUTENIBHOTO (hOCHOPIINpPOBAHUS

2 1,3-J®I'— 2 3-OI + 2 AT® Ha ypoBHe cyOcTpaTHOro (hochOoprInpoBaHus

2 ®EII — 2 nupysat + 2 AT® Ha ypoBHE cyOCTpaTHOTO POCHOPHUITHPOBAHUS

2 nupyBar — 2 anernn-KoA — + 24 AT® (IITK + mpixaTenbHas 1ETb);

2 anernn-KoA + 2 HAJTH(HY) 2 HAJJTH(H") — + 6 AT® B apIxaTelbHON IENU HA YPOBHE
OKHCIIUTEIBHOTO (hOCOPINpOBaHNS)

HUroro: 40 — 2 = 38 monexkyn ATD

J HNEHTO30®OCP®ATHBIN IYTH NPEBPAIIIEHUSA YIJIEBOJIOB

JIaHHBIN TpolecC JIOKAIM30BaH B IIUTOIIa3ME KJIETKU M BKIIIOYACT OKHUCIMTENIBHYIO U He-
OKHCITUTEIbHYIO BETBH.

OxkucnurenbHas BETBb HauMHaeTcsi ¢ okucieHus I[-6-® non pgeiicTBueM 2110Kk030-6-
pocpamoezudpozenaszwi. B s1oii peakuun o6pasyrorcs HAIIOH(H) u 6-dochoraokononakron,
KOTOPBIH B CBOIO OUYepe/b MOABEPraeTCsl THIPATAIIMH B IPUCYTCTBUH JIAKMOHA3bl C 00pa30BaHUEM
6-dgocdormoxonara (6-OI).

6-®I" nox neiictBueM 6-gpocghoentokonamaoecuopozenasvt NOABEPraeTCs OKUCIUTEIHLHOMY
nekapOokcuinpoBanuto. B xozme atoit cragum  obOpasyrorcs CO,, pudy;ao030-5-pochar u
HAIIOH(HY).

Peryasinusi okucnutensHoil BetBu I1DII ocymecTtusiercs Ha ypoBHe I'-6-®-/AI" u 6-PI'-
L. AXTUBHOCTH ()ePMEHTOB 3aBHCHT OT cooTHomeHus HAJIO/HAJI®H(HY). Ipu yBenuueHuu
€ro aKTUBHOCTb YKa3aHHBIX JIETHIPOT'€HA3 MMOBBIIIACTCS.

Peaknuu nHeoxkucautenbHoil BetBu IIPII siBasiloTest oopatumbiMu. Pubynoso-5-docdar
B IPUCYTCTBUU neHmo30pochamuzomepasvt nipespaiiaetcs B pu6o3o-S-gocdar, a noa aeicTeu-
eM neHTo3opocharanumepassl — B KCHIIY.1030-5-pocat (Kc-5-0).

Biaumopneiicteue P-5-®@ u Kc-5-@ ¢ oOpazoBanuem ramuepaibaerua-3-gpocpara (I'A-3-
@) u cegorentyno3o-7-¢pocdara (C-7-O) mpoTekaeT npu yyacTuu (GepMEeHTa MPAHCKemo1a3ol,
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MepeHoCAIIeH ABYXyriepoaHbiii ¢pparmMeHT ¢ P-5-®@ na Kc-5-®. KodepmenTom TpaHCKeTO1a3bl SB-
nsiercs TII®. B cnenyromeii peakuuu ['A-3-® u C-7-® pearupyroT Mexy co0oii ¢ oOpazoBaHreM
(bpykT030-6-pochara u 3purTpo3o-4-pochara (3-4-O). GepmeHT mpancanrvoonasza, Karaausu-
pYIOIIas 3Ty peakiuio, OCYIIECTBISET MepeHoc Tpexyriepoanoro ¢gparmenra ¢ C-7-® na ['A-3-O.
Hanee 2-4-® BzaumoneiictByer ¢ Kc-5-®. B pesynbrare 310 peakiiuy, KaTaan3 KOTOpoi obecre-
YMBaeT TpaHCKeToJa3a, oopasytorcs P-6-@ u I'A-3-D. JlaHHbIe COeMHEHUS TPU HEOOXOAUMOCTH
MOTYT BOBJIEKATbCS B IVIMKOJM3 WU IIIOKOHEoreHe3. @-6-O MokeT M30MepU30BaThCS B INIFOKO30-
6-¢docdar (I'-6-D) ¢ BKIIOUEHUEM TOCIIETHETO B OKUCIUTENbHYIO BETBb. B TaHHOM ciydae MeHTo-
30(ocaTHbIN MyTh MPHOOPETAECT UKINIECKUN XapaKTep.

XumMu3m okucanTeabHoi sersu IIOIT

OH (¢
H- C 'e4
| | | |
H- C-OH | H-C - OH |
| | HAJI®* | | HOH
HO-C-H (0] HO-C-H O _—
| | r-6-o-ar | | JIAKTOHA3a
H-C-OH | HAJIOH(H") H- C-OH |
| | | |
H- C - H- C
| |
CH, - OPO;3H, CH, - OPO;3H,
TIII0K030-6-(hocdar 6-dochorIoKoOHOIaKTOH
COOH CH,OH
| HAJI®" |
—— H-C-OH Cc=0
| 6- @I - /I |
HO- C-H HAJI®H(HY) H-C-OH
| CO, |
H- C-OH H- C-OH
| |
H- C-OH CH, - OPO;H,
|
CH, — OPO3;H, pudyno3zo-5-pocdar
6- docdormrokoHaT
XuMu3M HeOKuCIUTeaIbHOU BeTBH ITDII
o
I
C-H CH,OH
| |
H- C-OH C=0
| |
H- C-OH + HO- C-H TTID
| | —
H-C-0OH H-C-OH TPaHCKETONAa3a
| |
CH, - OPO;3H, CH, OPO;3H,

pub030-5-docdar

KCHIIYN030 -5- ocdar
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CH,OH CH,OH

(0] C=0 (0) C=0
I | I |
C-H HO- C -H C-H HO-C-H
H-C-OH H- C-OH TpaHcanpgonaza H-C-OH + H-C-OH
| | | |
CH, - OPOsH, H-C-OH H-C-OH H-C-OH
| | |
rimnepanpaerun-3-gocpar  H - C - OH CH, - OPOsH, CH, - OPOsH,

aputrpo3o-4-pochar  Ppykrozo-6-docar
CH, - OPO3H,

ceorenTynos3o-7-docar

(0] CH,OH CH,OH
I | |
C-H C=0 (0] C=0
| | I |
H-C-OH + HO-C-H TIO C-H + HO-C-H
| | e T |
H-C-OH H-C- OH Tpanckeronaza H-C-OH H-C-OH
| | | |
CH, - OPO;H, CH, - OPO3H, CH, - OPO3H, H-C-OH
|
aputpo3o-4-pochar KCHITyI030-5-Pocdar rmnepanbaerun-3-gpocedat CH, - OPO3;H,

(bpykT0o30-6-hocdar

buosoruyeckas poJn IIPIT

Pu6030-5-podar, obpazyromuiics B [IDII, B nanpHEiIIeM MOXKET UCIOIB30BATHCS ISl OHO-
CHHTE3a HYKJICMHOBBIX KHCIIOT, HYKJICOTHI0B, HYKJICO3UA0B, HYKICO3UATpH(OochaToB, KOPepMeH-
TOB HYKJICOTHIHOTO CTPOCHHSL.

OxucnutenpHas BETBh MHTEHCUBHO MPOTEKAET B MEYCHH, )KHPOBOU TKAHU, HAAMIOYCUHUKAX,
MOJIOYHOM JKeJIe3€, IPUTPOLUTAX, TOCKOJIbKY OHA MOCTaBIISET HAJIOH(H") , HeoOX0quMBIil AJIsI
OMOCHHTE3a )KUPHBIX KUCIOT, TOPMOHOB CTEPOUIHOM MIPUPOIBI, HEKOTOPHIX aMUHOKHCIIOT.

Korna HAJI®H(H") e WCIOJIB3YETCS Ui OMOCHHTETHYECKUX TIPOLIECCOB, OH MOKET Iepe-
JaBaTh CBOM MTPOTOHBI M 3JICKTPOHBI B IBIXaTeNbHYIO Ilenb uepe3 HAJI:

HAIIOHH") + HAI" —— HAJI®" + HAJH(H™)

DTy peakiuio KaTalu3upyeT PepMeHT TPAHCTUAPOTEHA3, TOKAIM30BAHHBIM BO BHYTPEHHEH
MeMOpaHe MUTOXOHAPHA.

. I''IFIOKOHEOI'EHE3

I'JrokoHeoreHe3 — 370 MeTabOJMYECKUH MMyTh CHHTE3a TIIIOKO3bI U3 BEIIECTB HEYTIIEBOTHON
IIPUPOJIBI.

OCHOBHBIMU HEYTJIEBOAHBIMU IPEAIICCTBEHHUKAMH TIIIOKO3bI SBISAIOTCS L-makrar (oOpasy-
eTcs B X0/ aHa’pOoOHOTO pacmaja yrieBoJ0B), TIUIEpUH (00pa3zyeTcs MpH pacmaje )XKUPOB), IIII0-
KOT€HHbIE aMMHOKHUCIIOTHI (00pa3yIoTCsl IPH pacrazie OEIKOB).

I'maBHBIM MECTOM TIJIIOKOHEOT€HE3a SIBJISIETCS [1€YEHb, B MEHBLIEH CTENEHU OH UAET B NOY-
KaxX, MO3re, CKEJIETHBIX U CEPAECUHON MBIIIIAX.
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Cxema enoxoneozenesa

+HAT + AT®, CO, + I'TO
L-naktatr ——  mnupyBar oKcaoanerar
nmaktatAI pyBaTKapOOKCcHIa3a @EIIkapOokcukrHa3a
- HAJTH (H") - A1®, H;PO, - T®, CO,
+ H,O + ATD + HAJTH(H™)
> PENl——— 2-0I' — 3- o' —— 1,3-AdI' —— > TA-3-0;
eHoasa ®I'myrasa ®I'kuHaza I'A-3-o-Ar
- Al® - HAIU'
+ Hzo
'A-3-® JAD; JAD +TA-3-® — P-1,6-0 ———
Tpro3odocharuzomepasa anpJonasa @-1,6-Daza
- H;PO,
+ Hzo
— O-6-® r-6-®@ —— mnmnoko3a
rimoko3odocdarrzomepasa I'-6-®asza
- H;PO,

depMeHT TII0K030-6-ocdaTaza coOASpPKUTCS B TIEUSHH, NMOYKAX U KUIIECYHUKE U OTCYTCT-
BYET B TKAaHAX T'OJIOBHOI'O MO3Ta U MbIIIIIax. [ Mmok030-6-pocdat 3anep>kuBaeTcsi MBIIIIIAMU U MO3-
rOM, KOTOpBIE HYXJAIOTCSI B OOJIBIINX KOJMYECTBaX TOIUIMBA Juid reHepupoBanusi AT®. B To xe
BpeMsl JUIs TICUEHH TJII0KO3a HE SBISETCA TJIaBHBIM TOIUIMBOM. IleueHb 3amacaeTr u BBICBOOOKIAET
TJIIOKO3Y MPEXKIE BCEro IS YAOBJIETBOPEHUS MOTPEOHOCTH B HEW JAPYruX TKaHEH.

Jlia cunTe3a 1 MOJIEKyIbI TIIIOKO3bI U3 2-X MOJIeKyl L-nmakraTta 3aTpaunBaeTcss 6 Makpos3p-
ruueckux pochatubix cBsazeit (4 ATO u 2 I'TD).

I'mroKoreHHble aMMHOKHCIIOTHI BOBJIEKAIOTCSl B IJIFOKOHEOTEHE3 Ha YpOBHE nupyeama (Ha-
IIpUMep, O-allaHUH) U oKcanoayemama (HapuMmep, acnaprar). [miepuH BKIOYaeTcs B TIIIOKOHE-
oreHes Ha ypoBHe [JAD.

['mokoHeoreHe3 HeNb3sl CUUTATh MPOLECCOM, TTOJHOCTBIO OOPAaTUMBIM TJIMKOJIN3Y, TaK Kak B
nocnenHeM 3 (gepMEeHTAaTHUBHBIC PEaKIMU SBISIOTCS HEOOPATHUMBIMH — 2eKCOKUHA3HasA, Gochog-
PYKMOKUHA3Has u nupysamkurasznas. OHU 3aMEHSIIOTCS B TJIIOKOHEOT€He3€ 0OXOAHBIMU peaKIys-
MHU.

Bmecro nupysamkunaznoin peakuuyu NpoTEKalOT MUpyBaTKapOokcuiaazHasi u ¢ocdoe-
HOJIMMPYBAaTKAPOOKCUKHHA3HASA.

COOH
COOH | COOH OH
| + AT®, CO, C=0 + ITO | /
C=0 | C-0~P=0
| nmpyBatkapOokcunaza CH, ¢ocdoenonnupyBaTrkapOokcu- I \
CH; - AJ1®, H;PO, | kuHaza - [J1D, CO, CH, OH
upyBaT COOH

OKCaJI0aleTar ¢docdoenonmupysar

Docghoppykmokunasnas peaxiys 3amensercs: Gppykro3o-1,6-mudocdarasnoii, a cexcoku-
HAa3Has — TJII0K030-6-pochaTazHoii.
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CH,-0-P=0 CH, - OH
| \ |
C=0 OH C=0
| |
HO-C-H + H,O HO- C-H
| |
H- C-OH ¢dpykTo3o-1,6-mudocdarasa H - C-OH
| - H;PO, |
H- C-OH OH H -C-OH OH
| / | /
CH,-0-P=0 CH,-0-P=0
\ \
OH OH
¢dpykrozo — 1,6 — mudocdar ¢dpykTo30 - 6 - dochar
(0] (0]
AT ' -H
| |
H- C-OH H - C-OH
| + Hzo |
HO-C-H HO- C-H
| TIII0K030 - 6 — hocdaTasza |
H- C-OH - H;PO, H-C-OH
| |
H- C-OH OH H- C-OH
| / |
CH,-0-P=0 CH,OH
\
OH
TIII0K030-6-(hocdar TJIIOK032

Peryasiuus TIIIOKOHEOT€HE3a OCYIIECTBISICTCS Ha YPOBHE: ) nupyeamxapboxcunaznou pe-
akyuu, axkmueamopamu komopou asnsomcea ayemun-KoA u AT®; 2) ¢pykmoso-1,6-
oughocpamasnoii, komopas akmusupyemcsi AT® u yumpamom u uneudbupyemcs AM®.

buoJioruyeckast poJib IJIIOKOHEOreHe3a

3toT mporecc obecreynBaeT NOTPEOHOCTH B IIIIOKO3€ B TE€X CIIydasix, KOT/la B OpraHu3M Io-
CTYMaeT HeIOCTaTOYHOE KOJUYECTBO YINeBOJOB. [Itoko3a HeoOXoauma Ui YAOBIETBOPEHUS
SHEPTreTUYECKUX MOTPEOHOCTEH TOJIOBHOTO MO3Ta, CKEJETHBIX MBIIIIL, 3PUTPOLUTOB. B kupoBoii
TKaHU OHA SBJISETCS MCTOYHUKOM TJIMLEPUHA, BXOJAIIETO B COCTaB KUPOB. B MOJI0YHOM *kenese
TJII0KO3a HCMOJb3yeTcs [UIs 0O0pa3oBaHMs JIAKTO3bI M aKTHMBHO MOTPEOJISETCS IUIOJOM B IEPHOA
pa3BUTHSL.

MexaHu3M TIIIOKOHEOIeHe3a UCIOJIb3YeTCs I YIAJICHUS U3 KPOBU IPOAYKTOB TKAaHEBOIO
MeTa0osIM3Ma, HapUMep, JIaKTaTa, 0Opa3yIOIIErocsi B MBIIIIAX U SPUTPOLMTAX, U TIIMIEPUHA, He-
IPEPBIBHO 00Pa3yIOIEroCs B )XUPOBOH TKaHU.

¢ METWJIMAJOHATHBIU IYTh
['maBHBIM MCTOYHUKOM TJIIOKO3bI Y JKBAYHBIX SIBISIETCS MPONMHOHOBAs KHUCIOTa, 00pasylo-
mascs B pyOrie )KBaYHbBIX KHBOTHBIX B IIpoIecce COpaKMBaHUS YIIIEBOIOB.
IIpeBpanieHue NPONMOHOBOM KHUCIOTHI B TIIIOKO3Y B TKAHSIX OCYILIECTBISAETCS 110 METHJIMA-
JIOHATHOMY IIYTH.
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(0] + AT®, KoA-SH (@]

CH;-CH,-C" - OH CH; - CH, - C" ~ S - KoA
nponuoHui-KoA- npornuoHui-KoA
CUHTETa3a
- AM®
- H4P207 e 2H3PO4
COOH COOH
+ AT®, CO, | |
— > H-C-CH; — HC-C-H —
nponuoHuI-KoA- | (0] pauemasa | (0]
KapOokcuiiasa "~ S - KoA C" ~S-KoA
- A1®, H;PO, D-mermnmanonun-KoA L-mermmmanonnn-KoA
|COOH
CH,
5-11e30KCHaIEHO3WIKOOaIaMUH |
CH,
MeTunmanonnn-KoA-myrasa | (0]
C"~S-KoA

cykmHmI-KoA

Cyxnaun-KoA nanee mocrymaer B LMK TPUKApOOHOBBIX KHCIOT, TJIE€ Y€pe3 CYKIIMHAT,
¢dbymapar, L-manaT npeBparaercsi B OKcanoarerar, KOTOpbIi BOBJIEKAeTCs B IIIOKOHEOT eHe3.

. BUOCHUHTE3 I''IUKOI'EHA (I''IMKOI'EHE3)

M36BITOK TIIFOKO3bI B KPOBH HCIIOJIB3YETCS JUIsi OMOCHHTE3a TJIMKOTeHa, KOTOPBIA OTKIIAbI-
BaeTCs B JIETIO, TJIABHBIM 00pa30oM B I€YESHU U MBIIIIaX.

Ha 1-m srane (puc. 9) npoucxoaut pochopuaupoBaHue TIIIOKO3bI O] ICHCTBHEM 2€KCOKU-
Ha3zwl (21r0Kokuna3zwl) ¢ oopazoBanueM I'-6-@, KOTOPBIN TpU ydacTuu ghocghoznrokomymaswl npe-
Bpamaercs B I'-1-®. [locnennuii nox nevicrsuem Y/ @I-nupogocghopunazvr B3auMoIEUCTBYET C
YT® (ypuguatpudocdaTom), B pe3ynbrare peakiiuu odpasyworcs Y ID-riawko3a (aKTUBUPOBAH-
Has (opma rimoko3sl) U nupodocdar. I'maponus nupodocdara 1o 2-x mMoziekyn opropocdara B
npucyTcTBUHM pepMmeHTa nupodocdarassl 3amyckaer cuare3 Y AD-rmoko3sl. Ha cnenyromeit cra-
MU TIPOUCXOUT MEPEHOC OJTHOTO TIIOKO3HOIO OCTaTKa Ha 3aTPaBKy INIMKOTEHA, MOoJIMcaxapuaHas
LeTb KOTOPOH YK€ COIEepKUT OoJiee 4-X OCTaTKOB TIIFOKO3BI:

V]Id-rmoko3a + (rmoko3a), —— YD + (rmoko3a)n,

Ota peakius KaTalU3UPYeTCsl 2MUKO2eHCUHMA30i, KOTopas o0pa3zyeT MEXIy OCTaTKaMH
[JIFOKO3bI TOJIBKO O~ 1,4-ruko3uanbie cBsi3u. Perenepanus YTO ocymecTisiercs B peakuuu: Y D
+ ATO — YTO + AJI®. Katanus peakiiuu IPOUCXOAUT TIPH YUACTUH HYK1€03UOOUDOCHOKUHA3bL.

B o6pazoBanuu O-1,6-rIMKO3UIHBIX CBSI3€H MOJIEKYNBl TJIMKOT€HA YYaCTBYET GemeAuiuil
¢hepmenm. BeTBiieHNE NOBBIIAET PACTBOPUMOCTD INIMKOTEHA, YBEJIMYMBAET CKOPOCTh €r0 CHUHTE3a
U pacrnaja. BerBammii (hepMeHT mepeHOoCHT OJI0K, COCTOSAIINM MPUMEPHO U3 CEMH TIIOKO3HBIX OC-
TaTKOB (OH MPOUCXOJUT U3 LEMU UTMHONM MUHUMYM B 11 ocTaTkoB) ONMKe K BHYTpEHHEH YacTu
MouteKkynbl. Kakas HoBasi TOUKa BETBJICHUS JIOJDKHA OBITH yAalieHa OT MPEAIISCTBYIOMIEH KaK MHU-
HUMYM Ha 4 ocTaTka.
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Mworoaa
ATD

AQ®

Fmoro3zo—6—-pocopar

MNwoxoao—1—gocdar

O
H.P,O,

Y O®P —rnrono3a

’\- Y ae ATD

J

Mukoren

Puc. 9. Cxema cuHTE3a TIIUKOTEHA.

I'InkoreH nme4eHM UCIOJIB3YETC KaK PE3epB IJIIOKO3BI Ul OPraHU3Ma KUBOTHBIX B IIEpU-
0J1 ME&Xly IpUEMaMU KOPMa, B TO BpEMS KaK MBIIIEYHbIN CIIY)KUT UCTOUHUKOM ['-6-D, sBistoiie-
rocst ucTouHUKOM AT® mist paboThI MBIIIIII.

. PEI'YJIsIIUS OBMEHA YIJIEBOJOB

BaxHbIM mokazateneM, XapaKkTepU3YIOIUM COCTOSIHHE YIJIEBOJHOTO OOMEHa B OpraHusMme
KUBOTHBIX, SBIISCTCS KOHLEHTPAIMs TIIOKO3bI B KPOBH, KOTOpasl OMpPENENseTCs] COOTHOIIECHHEM
MEX]ly HHTEHCUBHOCTBIO IOCTYIICHHSI €€ B KPOBOTOK U BBIXOJIa M3 KPOBU (B HOpME B cpefHeM 3,5
— 6,0 MMOIB/1 Y OONLUUHCIMBA HCUBOMHBIX; Y HCBAUHBIX 2,2 — 3,3 MMOAb/1; y nmuy 7 — 8 Mmons/a).

CymiecTByeT mpsiMasi CBSI3b MEXKJy COJCPKAHHUEM TIIIOKO3bl B KPOBH M (DYHKIMOHAIHHBIM
COCTOSIHUEM LEHTPaJIbHON HEPBHOM cucTembl. [Ipy yMeHbIIEHNN KOHIICHTPALMH TIIOKO3bI B KPOBU
MIPOUCXOTUT BO30YX/IEHHUE COOTBETCTBYIOUIMX HEPBHBIX IIEHTPOB B THIOTAJIAMYCE M MPOJOJTOBa-
TOM Mo3re. HepBHBIE MMITYJIbCHI MOCTYNAIOT B MEUEHb, IJI€ aKTUBHpYETCs TIIMKoreHdocdopunasa,
KaTaJIM3UPYIOIIas pacra/j] IIMKorena ¢ oopazoBanueM I'-1-@, kotopslit uepes I'-6-® npeBparnaercs
B IJIIOKO3Y, MOCTYHAIOIIYIO B KPOBb. TakuM 00pa30M BOCCTAHABJIMBAETCS YPOBEHB TIIIOKO3bI B KPO-
BU. ICTOUHUKH TIIIOKO3BI [T OPraHU3Ma KHUBOTHBIX U IIYTH €€ UCTIOJIb30BaHMs yKa3aHbl B TaOnuIe
3 u Ha puc. 10.

Ta6ﬂuua 3. HocmynﬂeHue 2/IIOKO3bl 8 KPOBb U nymu ee UCnOoJIb306AHUAL.

IMoctymienue Wcnonp3oBanue
W3 xunieyHuka B Mpouecce NUIIeBapeHus. B Mbimmax (okucieHue Wi JeNOHUPOBAHUE B BUIE IUIH-
W3 neuyenu (rIr0KOHEOreHe3, MOOMIN3ALIMS TTINKOIeHA). KOreHa).

B TkaHu mMo3ra (oxucneHue).

B >xupoBoii TkaHU (OKMCIIEHHE U CUHTE3 JIUIIUIOB).

B nedenn (cuHTE3 TIIMKOrEHA, JIUITUA0B, aMUHOKHUCIIOT).
Boigenenue ¢ moyoill (mpu TrUNeprivkeMud Bbiiie 9,99
MMOJIB/JT).

CopepxaHue INIIOKO3bl B KPOBU PETYIUPYIOT MHOTHE TOPMOHBI.

MHCcyaMH MOKeNyI0OYHOM jKeTe3bl 00ecrieqnBaeT MOCTYIICHUE TIIOKO3bl B KJIETKU, aKTHU-
BUPYS €€ TPAHCIOPT Yepe3 KIETOUHYI0 MeMOpaHy, YCKOPSeT ee OKUCIMTEeNbHbIN pacman. Kpome
TOrO MHCYJIMH YCKOPSIET CUHTE3 IVIMKOT€HA B IIEYEHU U MBIIIIAX, CUHTE3 JIMIIUI0B U3 IIPOMEKYTOY-
HBIX MPOJYKTOB pacmaza yrieBOJOB, CUHTE3 OENKOB M3 TIIFOKOT'€HHBIX aMUHOKHCIOT. OHOBpe-
MEHHO MHCYJIMH TOPMO3UT IJIMKOT'€HOJIN3, JIUIOJIN3, TIIIOKOHEoreHe3, pacna 6enkoB. Takum oOpa-
30M, UHCYJIHH, SBJISETCSI TUIOTJIMKEMUYECKUM (PAaKTOPOM, T.€. OH MOHMKAET YPOBEHb IIIIOKO3BI B
KpOBH.
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I"'opMOH MOKETYOUHOM JKee3bl IVIIOKATOH SIBJISIETCSI aHTarOHUCTOM MHCyauHa. OH ycKo-
psIeT IIMKOT'€HOJIN3 U TIIOKOHEOT'eHEe3 B IICUEHH, pacraj >KUPOB U OEJIKOB U OJTHOBPEMEHHO TOPMO-
3UT CHUHTE3 IJIMKOT€HA, JIMTIOTeHE3 M MPOTEHHOTeHEe3. AHAJIOTUYHBIM 00pa3oM JeHCTBYET aapeHa-
JIMH MO3T'OBOTO CJIOS HaIITOYEUYHUKOB.

I'IIOKOKOPTHKOMABI KOPBI HAAIIOYEYHUKOB YCKOPSIIOT TVIFOKOHEOT€HE3, HHAYLIUPYS CUHTE3
(bepMeHTOB, y4acTBYIOIIMX B 3TOM META0OJIMYECKOM ITyTH. DT TOPMOHBI TaKXKe aKTHBUPYIOT TJIH-
KOT€HOJIU3, JIUIOJN3, CHUKAIOT NMPOHUIAEMOCTh KIETOYHBIX MEMOpaH KOXH, JKUPOBOW TKaHHU,
JTUMQOUIHBIX OPraHOB, COCTMHUTEIBHOM TKAHH JUIS TJIFOKO3bI U aMHUHOKHUCIIOT.

B perynauuu yrneBonHoro oOMeHa Takke MPUHUMAIOT y4acTHE COMATOTPONHBI rOpMOH
nepeaHen Joau runodusa, TAPOKCHH IUTOBUIHOMN kene3bl. OHM TakKe Kak IJIIOKaroH, ajpeHa-
JUH U TIIOKOKOPTHUKOU[BI, CIIOCOOCTBYIOT MOBBIIICHUIO YPOBHSI TJIFOKO3bI B KPOBH, SIBISISICH T'H-
NEPrIIMKEMUYECKUMHU (PaKTOPaMH.

Yrneaoas N AMUHOKHCAOTH
Mnononeo- TNALEPHH

\ y
lnuKorew O Mnroko3a CO,+H,0+ aneprun
Mentoaw Apyrue mMonocaxa- AMUHORMENO T Nynuas

l D"‘ﬂb‘ {samennmbie)

Hykneotuabl MeTepononu-

caxapuast

Puc. 10. IcToYHMKY NOTY4YEHUS U UCIIOJIb30BAHUS TIIOKO3bI B OPraHU3MeE )KMBOTHBIX.

Mexny AeiCTBUEM BBIIEYKAa3aHHBIX TOPMOHOB YCTAHABJIMBAETCA IUHAMUYECKOE PABHOBE-
cHe, peryimpyeMoe IeHTpalbHOW HEepBHOW cucTeMoil. Takum 00pazoM, OCYIIECTBISETCS OO0Ias
HeliporymopaJjibHasi Peryysaius yriieBOIHOTO 0OMEHa.

. HAPYHIEHUA OBMEHA YI'JIEBOJ1OB

Hapymenust yrieBogHoro oOMeHa BBIPaKAIOTCsl B TUIIEPTIIMKEMUH, TUTIOTJIMKEMUH, TIFOKO-
3ypHH, INIMKOT'€HO3aX, HEIIEPEHOCUMOCTBIO JIAKTO3bI, CaXapO3bl.

YacTplM CUMIITOMOM Pa3IMYHBIX 3a00JIEBaHUM, CBA3aHHBIX C HApYIICHHEM SHIOKPUHHOM
CHCTEMBI SIBISICTCS THINEePrJIMKeMHs (TIOBBIICHHOE CO/Ep)KaHUe TIIIOKO3bI B KpoBH). OHa Halmro0-
JaeTcs MpU HEJNOCTAaTKE MHCYJIMHA MOIKEITYJOUHOM *kene3bl. MplllleyHast TKaHb B 3TOM CJIydae Te-
psieT crnocoOHOCTh YTHIIM3UPOBATH IIIIOKO3Y KPOBH. [ MIIEPIIIMKEMUST OTMEUAETCS TAKKe MPH THII0-
¢bu3apHbIX 3200J€BaHUX, OIYXOJISAX KOPBI HAAMOYSUYHUKOB, TUIIEP()YHKINN ITUTOBUIHOMN HKeNe3bl,
3200JIeBaHUSX MI€YCHHU, IPU OEPEMEHHOCTH.

I'unorjukeMusi MOXeT HaOMIOAAThCA MPU aJeHOMaX MOJDKETYIOYHON Kele3bl (B pe3ylib-
TaTe MOBBIIICHHOW CEKPELUMH MHCYIMHA), NPH aJUIMCOHOBON OO0JIE3HM, TUTIOTHUPEO3€, TOJO0JAHUH,
JUTATENhHOU (PU3MYECKOU Harpy3Ke.

Huszkuii ypoBeHb IIIOKO3bI B KPOBHU WHOTA PETUCTPUPYETCS MPU OEPEMEHHOCTH U JIaKTa-
LUN.

Hapymenne yrneBogHoro oOMeHa OoTMedaeTcs MpH TMIIOKCHYECKUX COCTOsHUsAX. [Ipu Ha-
PYIICHUU KPOBOOOpALICHUS, AbIXaHUS, CHUKEHUH aKTUBHOCTU OKUCIIUTEIFHO-BOCCTAHOBUTEIIBHBIX
(bepMeHTOB, MHTOKCUKAIMAX, MH(PEKIUAX, aBUTAMUHO3aX M TUIIOBHTAMHUHO3aX HaOMIOAAaeTcsl OT-
CTaBaHUE CKOPOCTU OKMCIEHUS MHPYBaTa OT MHTEHCHUBHOCTH INIMKoJu3a. Hakomnenue nmpu 3ToM
NMpyBaTa 1 JIaKTaTa B KPOBU IIPUBOJUT K U3MEHEHUIO KMCIOTHO-IIIEIOYHOTO PABHOBECUS U CHUXKA-
€T LLEJI0YHON Pe3EPB KPOBHU.
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Hanuuue riaoko3sl B MoYe (IJIIOKO3YPHsi) SIBJISIETCS CIEICTBUEM HapyILIEHUs YIJIEBOJHOTO
oOMeHa B pe3ysbTare MaTOJOTMYECKUX U3MEHEHUH B MMOKENyJOUYHOM Kene3e (CaXxapHbIil auaber,
OCTpBIN MaHKpeaTUT). Takke BCTpedaeTcs TNIIOKO3YpHs IIOUEYHOI'O MPOUCXOKIACHMS, CBS3aHHAS C
HEI0OCTaTOYHOCTBIO Pe30pOLMH TIIIOKO3bl B MOYEUHBIX KaHaiblaX. [Ipu oTpaBieHUsIX MOPHHUHOM,
CTPUXHUHOM, XJI0pohopMoM, GochopoM TakKe OTMEUAETCS TITIOKO3YPHUS.

I'ukoreno3bl — 310 3a00JIeBaHMs, CBS3aHHBIC C HApYIIEHUEM pacliajia rIuKoreHa. B stom
cllyyae IJIMKOT'eH HaKalIMBaeTCs B KJIETKaX B OOJBIIMX KOJMYECTBAX U paspymaer ux. OnHoN u3
INPUYUH TIUKOTCHO30B SBISIETCS HEJOCTATOYHAs aKTHMBHOCTH (pepMEeHTa TI0K030-6-pocdarasbl B
Ie4eH! U noukax. Ilpu a3Tom B pe3ynbrare runoriIMKEMUH MOSABIISAIOTCS CYIOPOTH, 3a1€pKKa pocTa,
BO3MOJKEH alu03. B KpoBU OTMEYAECTCs MOBBILICHHOE COJEpKaHUE NMUPOBUHOTPATHOU U MOJIOY-
HOU KHCJIOT.

. KOHTPOJIBHBIE BOITPOCBHI U 3AJTAHUA 110 TEME:
«OBMEH YTJIEBOJAOB»

1. Ha3zoBute (epMeHTHI, y4acTBYIOIIME B PACIICIUICHUM KpaxMana, TJIMKOTeHa, KIETYaTKH,
caxapo3bl U JIAKTO3bl B OPraHU3Me CEIbCKOX03SICTBEHHBIX KHUBOTHBIX.

2. B uyem cocTouT 3HaYeHHE aHA3POOHOTO TIIMKOJIN3A. YKaKUTE MYHKTHI cyOcTpaTHOrO (hoc-
(bopunrpoBaHus B X0JI€ 3TOTO Ipoliecca.

3. B uewm 3akimodaercss mpeuMyIecTBO a3pOOHOTO MyTH YTHIIM3ALKHU TIIIOKO3bI IO CPAaBHEHUIO
c aHa’poOHbIM? B Kakux TKaHIX, U IPU KAKUX YCIOBHSIX METa0OJIU3M TIIIOKO3bI MPOTEKAET Mpe-
MMYIIECTBEHHO 0 aHa3pOOHOMY TTyTH ?

4. C KOpMOM >KMBOTHOE TOJIYUUJIO YIIEBOJOB, 3KBUBaJIeHTHOE 720 T ritoko3bl. Paccuuraiite
BO3MOKHBIN BBIX0J AT®, eciu OKUCIIEHUE TITFOKO3bI TPOUCXOIMIIO: @) B aHA3POOHBIX YCIOBHSIX; 0)
B a39pOOHBIX YCIOBHSIX ?

5. C xopMoM XHUBOTHOE moJiyumsio 342 r caxapossl. PaccunTaiite Bo3MOKHbIN Beixon AT,
€CITM OKUCIJIEHUE MPOAYKTOB THPOJIN3a Caxapo3bl MPOUCXOAMUIIO: a) B aHAPOOHBIX YCIOBUAX; 0) B
a’pOOHBIX YCIOBHSX.

6. KakoBa posb neHTo30¢ochaTHOro myTu MeTadboan3Ma yrieBoJoB. HazoBure perynsaropHsie
MEXaHU3Mbl OKUCIUTEIBHON U HEOKUCIUTENIbHOU BeTBU [1DII.

7. Ha3oBuTe OCHOBHBIE HEYIJICBOJAHBIEC MPEIIIECTBEHHUKH TI0K03bl. KakoBa Onosiorunyeckas
pOJIb TIIOKOHEOTeHe3a?

8. B uewm 3akiouaercs 3HaU€HHUE METHUIIMAJIOHATHOTO MYTH JUIS )KBAYHBIX JKMBOTHBIX ?

9. B gem cocTouT pazHMIIa TIPU UCTOJIB30BAHUU TJIMKOTEHA B MBINICYHONW TKAHU U TIEUYCHU?
OTBeT apryMeHTHpPOBaHO 00OCHYIITE.

10. KakoBo B HOpME cojiep>kaHUE TTIOKO3bl B KPOBHU CEIIbCKOXO3SIICTBEHHBIX KUBOTHBIX? YKa-

KUTE MEXAaHU3MBbI NOAJEPKAHUSA HOPMAJIBHOIO YPOBHs TIIIOKO3bI B KpoBH. HazoBuTe OCHOBHBIE
MIPUYUHBI TUIIEPTIIMKEMUH U TTIIOKO3YPUU.
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I'naBa 4

OBMEH JIUITH/[OB

[TonsiTue o MunUAax U UX OUOJIOTHYECKas POJIb.
[lepeBapuBaHue U BCACBIBAHUE JIUIHJIOB.
MeTtabonu3M raureprHa.

KaTta®oim3m XKUPHBIX KHCIIOT.

MeTaboa13M KETOHOBBIX Tell.

OOMeH xoJecTepHHa.

buocunTes mUnuaoB.

Perynsus oOMeHa IUMUIOB.

Hapymenust oOMeHa JIMIUIOB.

. IOHSTHE O JIMITUAAX U UX BUOJOI'MYECKAS POJIb

Jlunuapl — 3TO OTHOCUTENFHO Pa3HOPOJHAS B XMMHYECKOM IUTAHE TPYIIA OPraHHYECKUX
BEII[ECTB, HEPACTBOPUMBIX B BOJIC U PACTBOPUMBIX B HEKOTOPHIX OPTaHMYECKUX PACTBOPUTEISLX
(6ensuH, OeH301, areToH, 3¢up u ap.). B 3aBUCHUMOCTH OT CIIOCOOHOCTH K MICTIOYHOMY THAPOIHU3Y
pa3IMYa0T OMBUIIEMbIE U HEOMBLIsIEMbIe JTUMUABI. K OMBIISEMBIM OTHOCAT KUPHI (TPUTTUIEPU-
IIbl, TPUALMJITIUIICPUHBI), BOCKH, (PochHomUmu bl TIUKOMUMHIBL [10o XuMudeckol pupo e KUPhI 1
BOCKH TPEICTABISIOT COO0H POCTHIC FPUPHI, COCTOSIINE U3 2-X KOMIIOHEHTOB — OCTaTKa CIIUPTa U
ocTarka (OCTaTKOB) KUPHON KUCIOTHL. DOChHOMUMUABI ¥ TIIMKOTUIHIBI SIBISIOTCS MPEICTABUTEINS-
MU CJIOKHBIX JIMITUJIOB. B UX cOCTaB MOMHUMO CIIUPTA U KUPHOU KUCIOTHI BXOIST OCTAaTOK hocdop-
HOUM KHCIIOTBHI, aMUHOCIIUPTA WJIM aMUHOKHUCTOTHI (Y pochaTuaoB) win yrieBOAHBIH KOMIIOHEHT (Y
TIIUKOJUIUIOB). K HEOMBLISIEMBIM JTUTTUAM OTHOCST cTepuabl. [1lo XuMu4deckoi mpupoe 3To mpo-
CTBI€ APUPBI, 00pa30BaHHBIC MOJUIUKINISCKUMHU CIIUPTAMU CTEPUHAMH U KUPHBIMU KUCIOTaAMHU.

B opranusme XKMBOTHBIX COJIepKaHKE IMIUAOB Koseousercs B npenenax ot 10,5 no 23 %.

buonorudeckast poab TUNUAOB MHOTOOOpasHa. OHH SBISIOTCS UCTOYHUKAMU SHEPTUU (TPpH
OKHuCJIeHHU | T kupa BBICBOOOXKAaeTCs 9,3 KKaJl JHEPTUH), BXOAIT B COCTaB KIETOYHBIX MEMOpaH,
BBITIOJTHSIOT 3alIUTHYIO (PYHKIIMIO, TEPMOPETYIATOPHYIO, JUISI HEKOTOPBIX COCTUHEHUH SIBIISIOTCS
pactBoputensimu (st BuraMuHoB A, D, E, F, K, Q). Ilpu okucnennn 100 r xupa Boiaensercs 107
T DHJIOTEHHOM BOJIBI.

e JIEPEBAPUBAHUE U BCACBIBAHMUE JIMTIN/IOB

[lepeBapuBaHue pa3NTUYHBIX JTUIHIOB UMEET CBOM OCOOCHHOCTH.

IlepeBapuBaHue TPUTJIMLEPHIOB (;KMPOB).

B poToBO# 110JI0CTH KOPMa, COACPKALIUE KUPBI, MEXAaHUUECKU U3MEIbYAOTCs, IIEPEMEILIN-
BAIOTCS, CMauMBAIOTCsI CIIFOHOM M MPEBPAIAlOTCs B MHUIIEBOM KOM. B cocTaBe citoHbI HET (epMeH-
TOB, PAaCLIEIUIAIOIUX TPUTIULEPUABI KOPMa. Y B3pPOCIIBIX JKMBOTHBIX XKUPBI IIPOXOAT YEPE3 KEIY-
JIOK Tarke 0e3 0coOBIX M3MEHEHH, MTOCKOJIBKY COJIepiKaIasics B XKEJIYIOUYHOM COKE JIMIa3a Majo-
aktuBHa. Benmunna pH xemygounoro coka okono 1,5, a onTuManbHOE 3HAYEHUE IS JEHCTBUS
KETyJOUYHOW JUNa3bl HaXOauTCcs B mpeaenax 5,5 — 7,5. Kpome Toro, numna3a MOKET aKTUBHO TH/I-
POJIM30BaTh TOJIBKO IPEABAPUTEIBHO SMYJIBIUPOBAHHBIE XKUPBI, a B )KEIIYJIKE OTCYTCTBYIOT YCIOBUS
JUIsl SOMYJbrupoBanus. llepeBapuBanue KUPOB B IOJIOCTH JKEIIyJKa UI'PAET BAXKHYIO POJIb Y HOBO-
pPoxkaAeHHBIX, pH *XKenynouHoro coka y HuX okojio 5,0, 4To crocoOCTBYET NMepeBapuBAHUIO IMYITb-
TUPOBAHHOIO JKMPa MOJIOKA 2KeJIyJ0YHOM JIMIIA30M.

Pacmennenue Tpurauuepuaos, BXOAAIIMX B COCTaB KOPMa, Y B3POCIIBIX KUBOTHBIX IIPOUC-
XOJMUT MPEUMYIIECTBEHHO B BEPXHUX OT/ENAaX TOHKOTO KUIIEYHMKA, IJIe UMEIOTCS BechMa OJaro-
MPUATHBIC YCIOBUS Ul SMYJIbIUPOBaHUS XUpoB. Hanbosee MOLTHBIM SMYIbrUPYIOIIUM JI€HCTBH-
€M Ha XHUPbI 00JIaAI0T COJH JKETYHBIX KHCIOT, MOCTYMAIOMINE B JBEHAAUATHIIEPCTHYIO KHUILIKY C
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Kemupo. ZKequHbIe KUCJI0TBI 00pa3yloTcsl B TIEUEHH M3 XOJIECTepHHA. B jxenum comepikarcs Xo-
JieBasi, /J1e30KCHX0JIeBasi, XeHOAe30KCHX0JeBasi, JUTOX0JeBasi KUCIAOThI. JKemyHble KHCIOTHI
MPUCYTCTBYIOT B XKEITYHU B CBOOOTHON U KOHBIOTUPOBAHHOH (B BUJE MAPHBIX COSAMHEHHH COOTBET-
CTBETCTBYIOIIEH JKEITYHOU KUCIOTHI C TIIMIMHOM WK TaypuHOM) (hopmax. COOTHOIIEHHE KOHBIOTa-
TOB MOJKET MEHSTHCS B 3aBUCHMOCTH OT XapakTepa KOpMa: B ciIydae mpeoOialaHus B HUX YIJIEBO-
JIOB YBEJIIMYMBAETCS OTHOCUTEIBHOE COJIEP)KAHHE TIJIMIMHOBBIX KOHBIOIaTOB, a MpU OEIKOBOM
KOPMJICHHH — TaypUHOBBIX. COJIM KEITYHBIX KUCIOT PE3KO YMEHBIUIAIOT MTOBEPXHOCTHOE HATSDKEHHE
Ha TpaHUIle pa3jena Kup/Boja, 6Jaronaps 4eMy OHH He TOJBKO BBI3BIBAIOT 3MYJIBTHUPOBAHUE, HO U
CTaOMIIM3UPYIOT YK€ 00pa30BaBIIYIOCS SMYIIbCHIO.

JKemuHble KUCTOTHI BBINOJHSAIOT TaK)KE€ BaXXHYIO POJIb B Ka4eCTBE CBOCOOPA3HOTO aKTHBA-
TOpa MaHKPEaTUYEeCKOW JIUMA3bl, MOJI BIUSHUEM KOTOPOH MPOUCXOAUT PaCIICIUICHUE KUPOB B KH-
meyHuke. BoipabaTbiBaeMas B MOKeTYA0UHOIM KeJie3e JIMMa3a PacllerIseT KUPbl, HaXOAAIHeCs
B SMYJBI'MPOBAHHOM COCTOSIHMH. AKTUBHPYIOIIEE BIMSHUE JKETUHBIX KUCIOT Ha JIUNA3y COCTOUT B
cmemenun pH mns neiictBus nqanHoro depmenta ¢ 8,0 1o 6,0, T.e. 10 TOW BETHYUHBI, KOTOPAS TO-
CTOSIHHO TIOJ/IEP’KUBACTCS B JIBEHAIIATUIIEPCTHOM KHILIKE B X0/1€ TIepEBAPUBAHUS KUPOB.

[TonmHBIN TUAPOTU3 TPUTIHULEPUIOB MPOUCXOAUT MOCTATUIHO: CHavajga OBICTPO THAPOIH-
3yIOCS OI- U Ol -CBSI3H, & 3aT€M MEUICHHO UJIET TUAPOIIU3 [3-MOHOTIIUIICPUIOB.

B pacmiennienun KUpPOB MOKET TAaKXKE Y4acTBOBATh M KHILIEYHAs JIMIA3a, OJHAKO aKTHB-
HOCTb €€ HEeBbICOKA. TakuM 00pa3oM OCHOBHBIMHU MPOAYKTaMH, 0Opa3yIOIIMMHUCS B TOHKOM KHUIIIEeY-
HHKE TPH PACIICIUICHUHU XUPOB KOPMa SIBIISIOTCS TIIUIIEPUH, )KUPHBIC KUCIOTHI, 3-MOHOTTIHIICPH/IBI.

VY B3pOCIIBIX KBAYHBIX )KUBOTHBIX I€peBapUBAHKE JIMITUI0B KOpMa OCYILECTBIISICTCS TJIaB-
HBIM 00pazoM JIMNa3aMi MHKPOOPraHu3MoB pyoua. O6pa3oBaBIInecs B X0/1€ PACIICIUICHUS JH-
MUI0B JKUPHBIE KUCIIOTHI MOCTYMAIOT B KUIIEYHHUK, OTKY/Ia BCACHIBAIOTCA M UCHOJB3YIOTCS JUIS pe-
cHHTe3a TUMUI0B. KpoMe TOro, y ’KBauHBIX B KUIICYHHKE MPOUCXOAUT YTHUIIM3ALUS JTUIHAOB MUK-
POOPraHM3MOB 3a CUET MAaHKPEaTHUeCKO# numasbl. Tak Kak MUKpodopa pyOra »KBayHbIX BOCCTa-
HABJIMBAET JK30TCHHBIC HEHACHIIICHHBIC XUPHBIE KHUCIOTHI, TO CHA0)KEHHE KMBOTHOTO HEHACHI-
IIICHHBIMU )KUPHBIMHU KHCJIOTaMH IIPOUCXOAUT B OCHOBHOM 3a CUET JIMITUI0B MUKPOOPraHU3MOB.

Ilepesapusanue cmepudos. CTepuibl KOpMa SMYJIBTUPYIOTCS TOJ IeHCTBUEM TeX ke (hak-
TOPOB, YTO M TPUIJIMLEPUBI, TIOCIIE YEro PACHICIUIIOTCS (PEpMEHTOM XO0J1eCTepHHICTepa3oil 110
XOJIECTEpUHA U BBICIINX )XUPHBIX KUCIOT. CTEpUIbl, COACPIKAIINE OCTATKH HACHIILIEHHBIX KUPHBIX
KHCJIOT, pacleIUIIOTCS TPYAHEE.

Ilepesapusanue pocghamuoos. dochaTuapl KopMa IMYITBTUPYIOTCS O] BIUSHUEM TEX Ke
BEIIECTB, YTO XXHUPBI M CTepHUIbL. [ Haponutudeckoe paciiernsienue GocaTuioB MPOUCXOAUT IO
BIUsiHEEM (pocoaunas A, B, C, D, cunTesnpyeMbIx nouxkenya109HoH xene3oi. Kaxapiit pepmeHt
JEUCTBYET Ha ONpPEIENCHHYIO CIOXKHO3(UpPHYIO CBs3b (ocharuma. Ilpoaykramu paciieruieHus
bochaTuioB ABIAIOTCS MIIULEPUH, BBICIINE KUPHBIE KUCIOTHI, (hochopHas KUCIOTa, aMUHOCITHPTHI
(X0JIMH, 3TAHOJIAMHH) WJIK AMUHOKHCIIOTA CEPHH.

A ¢}
CH,-0 — c’h— R, R — ocraTtok HachIIEHHOHN >KUPHOU KHCIOThI
| A, 0
CH—O — o'— R, R, — ocratok HEHACHIIIEHHOH >KUPHOU KHUCTIOThI
| lc olb
CH—0O — PP— 00— X X — azorconepkaliuii KOMIOHEHT (XOJIMH, STaHOJIaMUH
| W CEPUH)
OH

BcaceiBanue JMIHMAOB. BOJIBIIMHCTBO NMPOAYKTOB PACLICIUICHUS JIMIIMIOB KOpMa BCACHI-
BAIOTCS B HI)KHEH 4acTU JIBCHAALATUIICPCTHOW M B BEPXHEW 4YaCTHU TOLIEH KUIUKU. [IpomykTel
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pacuiernyieHus! JTUIMHUIOB BCACHIBAIOTCS AMHUTEINEM BOPCHUHOK C MOMOUIbI0 1uddy3un, ocMoca, akK-
THUBHOT'O TPAHCIIOPTA U MMHOLUTO3A.

IIpoyKThl epeBapuBaHuUs JUIUAO0B KOPMa COCTOAT U3 MEJIKHUX YaCTHIL XKHUPA, 1U- U MOHO-
TJIMIEPUIOB, BBICIIMX >KUPHBIX KUCIIOT, MIHLEPUHA, TIMueposdocdaToB, a30TUCTHIX OCHOBAHHM
(XonmuHa, 3TaHOJIAMHMHA, CEPHHA), XOJIECTEpUHA, BBICHIMX CIUPTOB, (POCHOPHON KHCIOTHI U Jp.
KOMIOHEHTOB. OHM pacmpenensiores B ABYX (azax: TUOUAHON u MuuemsipHoi (puc. 11). B mm-
MUIHOM (haze OCHOBHBIMU KOMIIOHEHTAMH SIBJISIOTCS MEJbYaiIlIfe YaCTULBl TU- U TPUTIHUIIEPHUIOB,
B MULEJUIIPHON — BBICIINE KUPHBIE KUCIOTHI, MOHOIJIMLIEPUIBI U IPYTHE MPOAYKThI PACLIEIICHUS
JUIUO0B.

ey | |1OBRQFE
5 } {ruapodpaurue) YN
—v—ﬁ
e s s b
{rHAROEOGHEE) MEyTNR Bopaa $asa
Bomaa a
£ 5 thaza 7
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“Macianim",
HEMDAAE AT
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asa
[SLE—
TrEHEE v
PA——" Musenna BoOH0--MACNAHEA SMYNLCNS
B r

B
Puc. 11. Ctpoenue nTunuaHON 1 MULICTUIAPHOM (a3.

IIpoyKThl IepeBapUBaHMsl JIMIIUI0B BCACBIBAKOTCS HEOIMHAKOBO. JIErko BCachIBarOTCs IJIU-
uepuH, raumnepodocdarel. PochopHas KuciIoTa BCaChIBACTCS B BUJEC HATPUEBBIX U KaJIHMEBBIX CO-
Jei. A30TUCTbIE OCHOBAHHUS BCACBIBAIOTCA MPH yyacTuu mutuauHandocdara (LJID). Kupusie ku-
CIIOTBI C KOPOTKOW yrieponHoi nemnbio (MeHee 10 aromoB C) Oyaydn XOpoOIIO pacTBOPUMBIMHU B
BOJIE CBOOOIHO BCACBIBAIOTCS B KUILIEYHUKE U MOCTYMAIOT B KPOBb BOPOTHON BEHBI, a OTTY/A B TIe-
YyeHb 0e3 KakuX-JIMOO MpEeBpaIleHUi B KUIIEYHOW CTeHKe. B mpoiecce BcachiBaHUS >KUPHBIX KH-
CJIOT C JAJMHHOW YIJIEpOJHOM LENbI0 U MOHOIIMLEPUIOB, HEPACTBOPUMBIX B BOJIE, BaKHasl pPOJIb
MPUHAIICKUAT KEITYHBIM KUCIOTaM. B Kelruu coyin KeMYHbIX KUCIOT, (ochaTHIbl U XOJIECTEPHH
Haxonatcs B cooTHomenuu 12,5:2,5:1. JKupHbie KUCHAOTHI C IJIMHHOM LIETbI0 U MOHOTJIMIIEPU/IBI B
MIPOCBETE KUIICYHHKA 00Pa3yIOT ¢ 3TUMH COCTUHEHUSMH YCTOMYUBBIE B BOJAHOM Cpesie MHIIEJIBI.
CTpyKTypa 3TUX MHIEIT TaKOBA, YTO UX THUAPOPOOHOE AAPO (KUPHBIE KMCIOTHI, MOHOTIHIIEPH/IBI)
OKa3bIBACTCSI OKPYKEHHBIM CHApPYKU THAPODUIBHON 000J0UYKON U3 JKEITYHBIX KUCIOT U QochaTh-
noB. Pa3zmeps! munienn npumepHo B 100 pa3 MeHbIlIe caMbIX MEJIKMX 3MYJIbIMPOBaHHbBIX Kanenb. B
COCTaBE€ MMIIEIUI BBICIIME XUPHBIE KUCIOTHl M1 MOHOIIMLIEPUIBI IEPEHOCATCS C MECTa T'MAPOJIn3a
KHUPOB K BCACHIBAIOLIEH MOBEPXHOCTHU KUIIEUYHOTO AMUTENUA. 3AECh MPOUCXOAUT paciiaj KUPOBbIX
MULEII, TIPY 3TOM KEJIYHBIE KUCIOTHI Cpa3y K€ MOCTYNAIOT B TOK KPOBU U UEPE3 CUCTEMY BOPOT-
HOI BEHBI NI0NI41al0T B NI€YEHb, OTKY/J1a OHU BHOBb CEKPETUPYIOTCS B COCTABE JKEIUH, T.€. IIPOUCXO-
JUT TIOCTOSIHHAS! LIUPKYJISALUS KEITUHBIX KUCIOT MEXAY IIEUEHbI0 U KUIIEUHUKOM. B xemun coxep-
KUTCS HEOObIIasl YacTh KeIuHbIX KucaoT (10 — 15 % oT olriero koJmyecTBa), BHOBb CHHTE3HPO-
BaHHBIX Me4eHbi0. OCHOBHAs Macca KeIHbIX KHCIOT (85 — 90 %) peabcopOUpyroTCs B KUIICUHUKE
1 IOBTOPHO CEKPETUPYIOTCSI B COCTABE JKEITUH.

B creHke kMIleYHMKA KUPHBIE KUCIOTHI M MOHOTJIMLIEPUBI CHOBA IIPEBPALLAIOTCS B TPHUT-
JUIEpUIBL. 37eCh TaKKe MPOUCXOIUT pecuHTe3 hocdaruaoB (uepes craauio odpasoBanus ocda-
TUJHOW KHUCIIOTHI). PeCUHTE3MpOBaHHBIE B SIUTENNAIBHBIX KJIETKaX KUIIEYHHKA TPUIVIMLEPUABI U
dochatuapl, a TaKKe MOCTYNUBIIUI B 3TH KIETKH U3 MOJOCTH KHIIEYHUKA XOJECTEPHH (34eCh OH
MOXKET YaCTHUYHO ATepU(UIIUPOBATHCS) COSAMHSIOTCS C HEOONBIIUM KOJIMYECTBOM Oenka U o0Opa-
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3YIOT OTHOCHUTEJIBHO CTa0MJIbHBIE KOMIUIEKCHBIE YacTUIBl — XMJIOMHMKPOHbI. OHU conepxkat 2 %
6enka, 7 % docdarunos, 8 % xonecrepuna u csbie 80 % TpurmuuepuaoB. JuaMeTp XUIOMHUKPO-
HoB kozeOnercss or 100 no 5000 um. brmaromapst 60ibIIMM pa3MepaM YacTULl XHIOMHKPOHBI HE
CIOCOOHBI MPOHUKATH M3 SHAOTENUAIBHBIX KJIETOK KUIICYHUKA B KPOBEHOCHBIE KANUJUIAPHI U OHU
mpPyHAUpYIOT B TUM(BATHUECKYIO CUCTEMY KHIIEYHHMKA, a M3 Hee B TPYAHOH TuMpaTHYECKHA
MPOTOK, U3 KOTOPOTO — B KpoBsiHOE pycio. IledueHp M xupoBas TKaHb UIPAlOT HauboJliee Cymiect-
BEHHYIO pOJIb B JajbHeWmel cyapoe XmioMukpoHoB. [locneanue cBoO60oaHO MU(GYyHIUPYIOT U3
IJ1a3Mbl KPOBU B MEXKKJIETOYHBIE ITPOCTPAHCTBA ME€UEHU (CHHycouzabl). [ MaApoan3 XuioMHUKPOHOB
IIPOUCXOJUT KaK BHYTPHU IEUEHOUHBIX KJIETOK, TAaK M HA UX MOBEPXHOCTU. XMUIOMHMKpPOHBI U3-3a
CBOMX Pa3MEpPOB HE MOT'YT IPOHUKATh B KJIETKU >KMPOBOM TKaHU. B CBSI3U € 3TUM TpUIIIMLIEPUABI
XUJIOMUKPOHOB TIOJIBEPraroTCsl THAPOIU3Y Ha TOBEPXHOCTH SHAOTENNS KAIUIUISIPOB KUPOBOM TKa-
HU IPU Yy4aCTUU JIMIIONPOTEUJINIIA3E], KOTOPasi TECHO CBSI3aHA C OBEPXHOCTBHIO SHAOTEIMS Kaluil-
7spoB. B pesynbrarte ruppoansa o0pasyroTcs MIULEPUH U KUPHBbIE KUCIOTHL. YacTh MKHUPHBIX KH-
CIIOT MIPOHUKAET BHYTPh )KUPOBBIX KJIETOK, a YaCTh CBA3BIBACTCS C AIbOYyMHUHAMU CBIBOPOTKU KPOBU
U yHOCHUTCA ¢ €€ TOKOM. [lokuaarh KMpOBYIO TKaHb C TOKOM KpPOBH MOXXET M IiuuepuH. Cxema
TpaHCIOpTa JUIHUI0B yKa3aHa Ha puc. 12.

NnONOCTL OMynbrMpoBanKe
HALLIEYHMHA W MMOPONHE MUPOB
\ PecuHrea mupos
HNETHA M YNaKoBHA
HHULLUEYHHUHA B XWIOMUHDOHBI
w NNOHIM
\
NUMDA
NEYEHDL T ol
L TMNONPOTEHHOB
CHHTES HUPOB U3 YIMeBoaos,
obpasosanne NNOHN HPOBb
¥ 1Jenoxuposarme
PA3HbLIE OPTAHBI opoe
HAPOBAR 2MoBwmaaum
Maponua mupos M- mnpos
AMNA30#H, HCTIONLI0BAHKE
HAMPHBIX KACNOT | 4 TPaHCNOPT MHPHBIX
HPOBb HHACNOT B COBAMHEHNM
¢ anbOyMUHOM
)
PASHbIE Hcnonssosanne
THAHMA MHUPHBIX HUCNOT

Puc. 12. Tpancnopt AMOUI0B U UX UCIOJI30BAHUE B TKAHSX.

. METABOJIM3M I'VIMINIEPUHA

I'aunepun obpasyercs B TKaHSAX OpraHU3Ma XUBOTHBIX B PE3Y/IbTaTEe PaCIIEIUICHUS TPHT-
JMILIEPUIOB O] JCWCTBUEM TKAaHEBBIX Jinna3. OYHKIIMOHUPOBAHUE 3TUX (PEPMEHTOB aKTUBUPYETCS
AKTT runodwusa, aIpeHaIMHOM MO3TOBOTO CIIOSI HAaJMOYEUYHUKOB, TJIFOKATOHOM TOJDKETYI0YHOMN
JKeJe3bl, THPO3UHOM LIUTOBHUJIHON *kene3bl. [locpelHNKOM B TOPMOHAIBHONW aKTHBALIMK TKAaHEBBIX
nuna3 cnykuT UAM®. B xupoBoil TKaHHM M TeuyeHH OOHAPYXEHBI TAKXKE JIMIA3bI, OTIMYHBIC OT
TOPMOHOYYBCTBUTEIBHON JIUIA3BI.

I'muniepuH MOXeT OBITh MCIIOJIB30BAaH B MPOLIECCaX CHHTE3a JIMMUAOB, TNIIOKOHEOTeHEe3a, a
TaK)K€ MOYKET OKHUCIIATHCA B 3aBUCUMOCTH OT ycinoBui o L-nakrara wim CO, n HyO.

B kaxxnom ciydae MCHoJIb30BaHHUE INIMLEPUHA UAET Yepe3 INIMLEPOJIKUHAZHYIO PEaKILHIo, B
pe3yibTare KoTopoit oopasyercs riuuepoi-3-pocdar (I'-3-D):
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CH, — OH CH,— OH

[ + AT®

CH— OH _— CH— OH

[ TITATCPOTKIUHA3A |

CH,— OH -AlD CH,— O—PO;sH,
TITUTCPUH rimnepoi-3-docdar

Hanee rnuniepon-3-gocdar MOKET BOBIEKATHCS B TUTIOTEHE3 (ITPHU B3aUMOICHCTBUU C aKTH-
BUPOBAHHBIMU JKUPHBIMU KUCJIOTAMHU) WM OKHCISATHCS MOJ ACHCTBHEM TIHIEeposdochaTaeruipo-
reHassl ¢ oOpasoBanueM quruapokcuanetongpocdara (JAD):

CH, — OH CH, — OH

| + HAL' |

CH— OH C=0

| rimnepondocdatIl |

CH— O— POsH, - HAJTH(H") CH,— O— POsH,
I'munepon-3 —docdar JAD

JTA® MOXKET UCII0JIB30BATHCA [UIsl OMOCHHTE3a JTMIIUAOB, B IIPOLIECCE IVIIOKOHEOreHe3a
WJIM BOBJIEKAETCS B IVIMKOJIUTHYECKHH IYTh.

B nocnennux apyx cnydasx JJA®D nmox aerictBueM tpuozodocdaruzomepassl (TON) npe-
Bpamaercs B raunepansaerui-3-gpocdar (I'A-3-D):

¢}
CH,— OH c'-H
| |
C=0 H— C— OH
| TOU |
CH,— O—POsH, CH, —O—PO;H,
HAD TA-3-@

B npouecce riaokoneorenesa JA® u 'A-3-® pearupyror Mexay coboil ¢ oOpazoBaHHEM
bpykro3o-1,6-mudocdara (P-1,6-D) npu ygactuu dpepmenTa anpaonasel. B nanpueiimem O-1,6-O
nox aewcTBueM Gpykro3o-1,6-audocdarassr npepamaercs Bo Gpykro3o0-6-pochar (O-6-D), ko-
TOPBINA U30MeEpU3yeTCs B II0K030-6-(pocdat (I'-6-D). Peakius katanusupyercs ritokozodpocharu-
3omepazoit ('OU). Ha I'-6-® neiictByeT rimoko30-6-pocdarasza (pepMeHT NPUCYTCTBYET B Ieye-
HU), B pe3yabTare 4ero oopasyercs cBOOO HAs TIIOKO3a.

+ Hzo + Hzo
JAD + TA-3-® — P-1,6-0 —— P-6-® —— I'-6-® ———— r1I0K03a
- H;PO, - H;PO,

Jlnst oOpa3oBaHus OHOM MOJIEKYJIBI TJIFOKO3bI HEOOXOAUMBI 2 MOJIEKYJIBI IIHLEepUHa. Takum
o0pa3oM, B OpraHu3Me KMpPbl MOTYT IIPEBPAILATHCS B YTIIEBOIBI (IIPU HEOCTATKE MOCTIEIHUX B pa-
1uoHe). OAHAKO 3TO MPEBPALLIEHUE HOCUT OTPAaHUYEHHBIN XapakTep.

B cnydae okucnutenbHoro nytH pacnana ['A-3-® Boiiekaercs B INIMKOJIUTUYECKUH TTYTh:

+ HAJ, H;PO, + AJI® + AJI®
TA-3-®—— 5 13-JJ0T 3-0T 2-®T ®EIl — > nupysar
- HATH(HY) - AT® -H,0 - AT®
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B ana’poOHBIX yclIOBUSX MHUpYBaT npeBpariaercs B L-naktar. KoHeyHbIMH mpoayKTaMHU
OKHCJIEHHUS IJIMIEpuHa (B pacuere Ha OJHY MOJIEKY1y) B aHA3POOHBIX YCJI0BHUSAX sABIsA0TCA 1 Mo-
JekyJja L-nakrara u 1 mosnekyna AT® (2 monekynsl AT® o6pa3yrorcst Ha ypoBHE CyOCTpaTHO-
ro ¢pochopuaMpoBaHus U 0JIHA 3aTpaunBaeTCs MpH (HOCHOPUITUPOBAHUY TIULIEPUHA).

B a3po0HbIX yclIOBUSX MUPYBAT B MUTOXOHJPHSX MOABEPIraeTCsl OKUCIUTEIHHOMY JAeKap-
OokcuupoBanrio ¢ obpaszosanreM CO,, HAJIH(H') u akTMBHOH YKCYCHOH KHMCIOTHI (aleTHII-
KoA). HAJIH(H") noctymaer B apIxaTenbHyI0 1enb, riae obpasyercs HoO u AT® (Ha ypoBHE
OKHCIUTENbHOTO (ochopummpoBanus), a anetuia-KoA okucngercs B LITK (3mecy obpasyrorcs 2
moutekynsl CO,, 1 monekyna AT® Ha ypoBHe cyOcTpaTHOro (ochopuaupoBanus, 3 MOJIEKYIbI
HAJHH" u 1 mouiekyna ®AJ[H,). BoccranoBneHHble KOGEPMEHTHI Jajiee OKUCISIOTCS B JIbIXa-
tenbHOM nenu. Oopazyercs H,O u AT® (11 mosiekyn Ha ypOBHE OKUCIUTENBLHOTO (ochOoprImpo-
BaHus). TakuM 00pa3oM, KOHEYHBIMH MPOAYKTAMM a3POOHOr0 OKHCJIEHHUS IVIMIEPUHA SBISIOT-
csi CO2, HO u AT® (22 mosiekyJibl).

Tabauya 4. Boixoo AT® npu oxucnenuu enuyepuna 8 aspooHbIX YCI08UAX.

Peakus N3menenne komuuectBa AT® B pacuere
Ha | MoOJIeKyITy TIHIepHHa
unepus — ramnepon-3-gocgat -1
[unepon-3-¢pochar— auruapokcuaneTonpocdar 1 HAJH(H") + 3 (oxucnurensHoe poc-
(oprmpoBanue)
I'munepansaerun-3-pochar— 1,3-mudocdormummnepat 1 HAJH(H") + 3 (oxmcnurensHoe poc-
(doprmpoBanue)
1,3-nudocdoraumepar — 3-docdormuiepar + 1 (cybcrpaTHOE hocdopunupoBanue)
®DocoenonnupyBaT — NHpyBat + 1 (cybcrpaTtHoe (hochopuarpoBaHue)
IupysaT — anermi- KoA + HAJTH(H") 1 HAJH(H") + 3 (oxucmurensHoe Goc-
(doprmpoBanue)
Oxucnenue anerun-KoA s HITK + 1 (cyberpaTtHoe (hochopuiarpoBaHue)
Oxucnenre HATH(H") u ®AJTH, (06pa30oBaBIIMXCS B 3HAJIHHY +9
HTK) B npixaTenbHON eI Ha YPOBHE OKHUCIUTEIBHOTO (hoc- 1 ®ATH, +2
(dopunmpoBaHus
Hroro +22

o KATABOJIM3M KUPHBIX KHUCJIOT

HM3BecTHBI 3 THITA OKHCIUTEIBHBIX MPEBPALICHHUHN KHPHBIX KUCIIOT: O-, B- ¥ (»-OKUCIICHHE.

[Mpouecc P-OKHCIICHHS KUPHBIX KHCIIOT, SBIISIONIMIACS TJIABHBIM MOCTABIIUKOM SHEPTHH,
AKTUBHO IIPOTEKAET B IICYCHH, IOYKAX, CKEJIETHOM M CEPIECYHOM MBIIIIAX, B KUPOBOU TKaHWU. B
TKAHSX MO3Ta CKOPOCTb OKHMCIEHHUS JKUPHBIX KHCIOT HE3HAYUTENIbHAs, OCHOBHBIM HCTOYHUKOM
SHEPIUH 31€Ch CIYXKUT III0K03a.

IIpouecc okuCIEHUS XKUPHBIX KHUCIOT CKJIAIbIBAETCSI U3 CIEAYIOUIMX 3TaloB: AKTUBALMS
’KUPHBIX KUCIIOT, TPAHCTIOPT UX B MUTOXOHIPUH U BHYTPUMHTOXOHAPUAIBLHOE 3-OKHCIICHHUE.

Axmusayus dcupuvix kuciom. CBoOOIHAS KUpPHAs KUCIOTA, HE3aBUCHMO OT JUIMHBI YTJie-
POIHON IenH, SABISIETCS METa0OJMUYECKH MHEPTHOM M HE MOXKET I0JBEPraThCsi OMOXMMHUYECKUM
IIPEBpAILEHUSIM, B TOM YHCJIe OKHCICHHIO, TIOKa He OyJaeT akTUBHUPOBaHA. AKTUBALIUS MPOUCXOIUT
HA HAPY)XHOI IIOBEPXHOCTH MeMOpaHbl MUTOXOHApHi mpyu yuactun AT®D, KoA-SH u Mg”*. Peak-
s Karanusupyercs aunia-KoA-cunreraszoil:

0 + AT®, KoA-SH, Mg** 0
R-CH,—CH,— C"-0OH N R-CH,—CH,— C"~S-KoA
- AM®, H,P,0;

OTOT mpoliecc MPOUCXOANUT Yepe3 CTAIHI0 00pa30BaHuUs allUiI-aJJeHUIaTa )XUPHOH KUCIIOTHI.
TpaHcnopT axmusuUpoOBAHHBIX HCUPHBIX KUCIOM 8 MUMOXOHOpUU Yepe3 BHYTPEHHIOI MU-
TOXOHJMPATHHYI0 MEMOpPaHy OCYIIECTBIISICTCS MPH MOMOIIYA KAPHUTHHA.
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KapHutuH B3auMoIeiCTBYET ¢ aKTUBUPOBAHHOM KUPHOM KHCIOTOM MpH ydyacTuu (hepMeHTa
ari-KoA-kapautuHaumntpancdepassl. B pedynbrare peakiuu oOpasyeTcs alilIKapHUTHH, KOTO-
PBIi IPOHUKAET Yepe3 BHYTPEHHIOI MHUTOXOHAPHAIbHYI0 MEMOpaHy U B3aUMOJICHCTBYET C BHYT-
pumuToxoHapuaibHbiM KoA-SH. [Ipu 3Tom oOpasyercs akTHBHpOBaHHAs KUCIOTAa U CBOOOIHBIN
KapHUTHH.

I[Mpotecc B-OKUCICHUS KUPHBIX KUCIOT B MHUTOXOHIPHUSIX COCTOMUT U3 HECKOJBKUX MOCIIC-
JIOBAaTEJbHBIX PEAKIUI, COCTABIJISIIOIINX LUKJ, B PE3y/lbTaTe KOTOPOrO AaKTHUBUPOBAHHAs KUPHAs
kucinoTa (aumin-KoA) ykopaunBaeTcst Ha 2 yriiepoAHbIX aTOMa, BBIICISIONUXCS B (popMe aKTUBHOM
yKcycHON kucioTsl (aunetmin-KoA). Kaxaelid muxn BritouaeT 4 3tama: OKHCIEHHE C IOMOIIBIO
®AJI-3aBUCUMBIX JIETHIpOreHa3, THaparTannto, okucieHue npu nomomu HAJI-3aBUCUMBIX Aerua-
poreHas 1 THOJIa3HOE paclleIICHHE.

Ha nepBom 3Tare 06pasyercs Hempe/elbHas aKTHBUPOBAHHAS KUPHAS KHCI0Ta (TpaHc-A’-
eHom1-KoA), koTopas panee moaBepraeTcss THApATallid IMpH ydacTuH ¢epmeHTa eHomi-KoA-
ruzaparasbl. B pesynbrate peakuuu oopasyercs L-B-runpokcuannin-KoA. Ha 3-m atane oH okucis-
ercst ¢ nomoipio L-B-ruapokcnannn-KoA-neruaporenassl u kopepmenta HAJT". O6pasosasumii-
csa P-keroanmn-KoA Ha mociienHeM dtare moJBepractesi THOIU3Y, B PE3YJIbTaTe Yero 00pasyroTes
anetuin-KoA u ammn-KoA (umeronuit Ha 2 atoma C MEHbIIIE IO CPABHEHUIO C UCXOJHOM KHCIIO-
TOM).

H
0 + ®AJT | o
R-CH, - CH,-CH,-C"~S-KoA —————— R-CH,- C=C-C"~S-KoA ——
- ®AJTH,
anmi-KoA H
tpanc-A*-enom1-KoA
OH (0] (0]
+H,0 | /Il + HAJ /
——> R-CH,- C -CH,-C~S-KobA—— R-CH;- C —CH,-C~S-KoA——
- HAJIH(H") N
H (0]
L-B-ruapokcnanmi-KoA B-keroanmn-KoA
(0] (0]
+ KoA-SH 1 I
——— > R-CH,-C~S-KoA + CH;- C~S-KoA
anmi-KoA
(yxopoueHHbIi Ha 2 aTtoma C) anerun-KoA

Anernn-KoA nocrynaer B LITK, rae oxucnsgercsa, ®AIH, u HAJIH(H"), o6pa3oBanHbie
COOTBETCTBEHHO Ha |-M U 3-M dTamax Hukia [-OKUCICHUS, UIYT B IbIXaTEIbHYIO IICIlb, T/I¢ TPOUC-
XOJIUT UX OKHUCIIEHUE, conpsbkeHHOoe ¢ cuHTe30M AT®. Auni-KoA BoBiekaercs B o4epeHOM UK
B-okuciieHus, B KOHIIE KOTOPOTO OISITh MPOMCXOJUT YKOPAUYMBAHKE €r0 MK Ha 2 aTOMa YIiiepo/ia.
Tak moBTOpsieTcst O TEX MOp, MOKA B MOCIEAHUN LIUKIJI HE MOCTYNUT aKTUBHAsl MaclisHas KUCJIO0Ta
(6ytupun-KoA). OHa HpPOXOAUT Te K€ JTalbl, HO HA TOCICAHEM (THOJIA3HOE paclieIuicHue [3-
ketoOytupui-KoA) obpasyrorcsa 2 mosekynsl aneTui-KoA. KoHedyHbIMH NMPOAYKTaMHU paciiern-
JICHUS! JKUPHBIX KHca0T aBJasiioTess COz, HO n ATO.

Boeixoq AT® npu OKUCIEHUH KMUPHBIX KUCIOT C YETHBIM YMCIIOM aTOMOB YIJIEPOJIa MOYKHO
paccuuTath o GpopmyIe:

[12 xn/2 + Sx(@m/2 - 1)] - 1, rae

N — YKUCJIO aTOMOB YIJIEPO/a B JKUPHOM KUCIIOTE;

12 — xonmuectBO MoJiekyn1 AT®, oOpa3yronuxcst Ipu okuciaeHun anetmi-KoA;

1n/2 — KOIMYeCTBO MOJIeKy. areTii-KoA, 00pa3oBaHHbBIX B X0/1€ [3-OKUCICHUS KUPHOK

KHCJIOTBI;
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(n/2 - 1) - KOJMYECTBO IMKIIOB B-OKUCIICHHUS;

5 — xonmuectBo MoJekyn AT®, obpazyrouuxcs npu okucneHnn O@AJIH, (2 monekynsl) u
HAJZITH(H") (3 MOJIeKyJIbl) B AbIXAaTEIBHOM LIENH;

1 — xonmyecTBO MoJieKysn AT®, 3aTpaueHHBIX HA AKTUBUPOBAHUE )KUPHOU KUCIIOTHI B LIUTO-
I1a3Me KIETKH.

OkuciieHHe HACBIIIEHHBIX KMPHBIX KHCJIOT ¢ HEYEeTHbIM YHCJIOM aTOMOB YIJiepoaa
POTEKACT aHAJOTUYHBIM 00Pa30M C TO¥l JIUIIb Pa3HUICH, YTO B TOCIACIHUN UK  [B-OKHCICHHS
BOBJICKAETCS] aKTUBHAs BaJIEPHAHOBAs KUCJIOTA, a Ha TIOCeIHeM 3Tane oOpasyrotes anetuia-KoA u
nponuoHWI-KoA. AKTHBHas MPONMOHOBAs KUCJIOTA Jajlee MPEBPALAETCSI B aKTUBHYIO SHTapHYIO
kucnotTy (cykumHmi-KoA) B pesynbrate (yHKIMOHUPOBAHUS METHIMaIOHaTHOrO myTu. Cykuu-
Hu1-KoA 4depes okcanoareraT MOXKET Jlajiee BOBJIEKAThCS B IIIIOKOHEOTEHES.

HenacplimeHnHble JKUPHbIE KHCJIO0THI ¢ YeTHBIM YHCJIOM aTOMOB YIJIepPOAa OKHUCJISIIOTCS
TaKiKe, KAK M HacblleHHbIe. OTHAKO JUI UX MTOJIHOTO OKUCIICHUS! HEOOXOIUMBI JOTIOJTHUTEIbHbIC
(bepMeHTHI, IpeBpalaloIIre UC-KOHPUTYpaIMIO IBOMHBIX CBS3€H B TPAaHCKOH(UTYpAIIUIO U TIepe-
MEUIaloIINe IBOMHYIO CBS3b U3 3-T0 IIUC- BO 2-€ TPaHC- MOJIOKEHHUE. DTO CBA3AHO C TEM, 4YTO MpH-
POJIHBIE HEHACHIIIICHHBIEC KUPHBIE KUCIOTHI UMEIOT LIUC-KOH(UTYpaIiio ABOWHBIX CBA3eH, a oOpa-
3yIOIIUecs IpH [B-OKUCIICHUH — TpaHc-KoHburypaimio. [Ipu B-oKucIeHHN HEHACKIIIICHHOH KUPHON
KHCJIOTHI, B PE3yJIbTaTe MOITAIHOTO OTIICTIJICHUS JBYXYIJIEPOJHBIX (PParMEHTOB B BHJIE ALCTHII-
KoA, o0pa3yeTcs B 3aBUCIMOCTH OT PACIOJIOKEHUS TBOMHBIX CBSI3€H B MCXOTHOU KHUCIOTE, TNOO
2,3 — muc-npou3BoaHOE, MO0 3,4-nuc-nponsBoaHoe anui-KoA. Ilpu npucoenuHeHnn BOIbI K 2,3-
uc-npou3BogHoMy aimi-KoA obpasyercs D-crepeonsomep P-ruppokcuanmin-KoA, koTopsiii He
okucisiercst L-B-runpokcuanmin-KoA-neruaporenasoi, crnennuaHoi TOabKO K L-cTepeonsomepy.
[Tostomy D-cTepeonsomep mpepaiaercss o[ AeiicTBUeM (epMeHTa snumepassl B L-u3omep, Ko-
TOPBIA U NOABEPraeTCs NajabHEUIINUM MPEBPALLEHUAM. ECIIM IpHU OKUCICHUU HEHACBICHHON JKUP-
HOM KHCNOTHI 00pasyercs 3,4 — muc — aunmi-KoA, Torga on npeBpamaercst B 2,3 — TpaHC — aluil —
KoA npu ydactuu depmeHTa mpanc-uzomepasvi. Takoe mpeBpalleHHe MPOUCXOIUT B IpoIecce
OKHCIIEHHs 0J€MHOBON KHCIOTHI (Cig), HIMEIOLIEH OJHY ABOKWHYIO CBA3b B 9-M nojoxxeHnu. BHava-
Jie IPOTEKAaT 3 IUKIA [-OKUCICHUS KaK U Y HACBIIICHHBIX KUPHBIX KHCIIOT, B PE3YJIbTATE YErO
oOpa3yercst akTUBUpOBaHHast KucioTa ¢ Cjp ¥ JBOWHOMN CBS3bIO B 3,4-IIUC-TIOJ0KEHUH. 3aTEM IO
nericTBueM TpaHc-eHomI-KoA-u3omepassl oOpasyercst TpaHc- 2- eHowl-KoA, mojsepraromuiics
JAJIbHENIITNM NPEBPAIIECHUSM.

B TkaHsSX OpraHu3Ma KUBOTHBIX MIOMHUMO [3-OKHCICHHS YKHPHBIX KHCJIOT MPOTEKAIOT MPO-
LIECCHI O- U (-OKHUCIICHUS.

Ol-OKHMCJIEHHe J>KUPHBIX KHUCIOT TMPOUCXOAUT B Mosre. Peakumm oOpazoBaHus — O-
THJIPOKCUKUCIIOT KaTAIU3UPYIOTCS (PEPMEHTHOM CUCTEMOM, N3BECTHOM 10T Ha3BaHHMEM MOHOOKCH-
reHassl. [Ipy 3TOM HCHOJIB3yeTCs MOJIEKYISIPHBIM KUCIOPOZ, Fe’ u acCKOpOMHOBAs KUCIIOTA. O
THJIPOKCUIIPOU3BOIHBIC )KUPHBIX KUCIOT BXOJAT B COCTaB 1IepeOPO3UIOB U TAHTJIMO3HIOB TOJIOBHO-

o MoOa3ra.
R-CH, - CH,-CH,-COOH + O, - R-CH,- CH;-CH-COOH

OH

O-TUJJPOKCUKHCIOTHl MOTYT TIOJIBEPTraThbCs IETUIPUPOBAHUIO C 0OpazoBaHUEM ol-
KETOKHCJIOT, KOTOPIE B CBOIO OUYEPE/b IMyTeM OKHCIUTEIBHOTO JIeKapOOKCHIMPOBAHUS MOTYT TIpe-
BpALLATBHCS B KUCJIOTHI C HEYETHBIM YUCJIOM aTOMOB yriepoja.

B npouiecce 0-0OKuCIEHUST OKUCISAIOTCS JKUPHBIE KUCIOTBI CO CPEAHEN JIIMHOW YIJIEPOIHOMN
I[ENU U B MEHBIIICH CTENEHU ¢ ATUHHOU nenbio. CHadama oOpa3yroTcst O-TUAPOKCUKUCTIOTHI (OKHC-
JICHUIO TIOJIBEPraeTcsl MOCIESAHUN 10 OTHOIICHUIO K KapOOKCHUILHOMY aTOM YIIIepojia), KOTOpPbIe
3aTeM MOTYT MPEBPAIIATHCS B AUKAPOOHOBHIE KUCIIOTHI.
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. METABOJIN3M KETOHOBBIX TEJI
K KeTOHOBBIM TejlaM OTHOCATCS AaNeTOYKCYCHasi KHCJIoTa (ameroamerar), [3-
THIPOKCUMAC/ISTHAS KHCJI0TA (B-ruIpoKCHOYyTHPAT) U AllETOH.
A1eToH 00pasyercs B pe3ylbTare AeKapOOKCHIMPOBAHUS AlleTOYKCYCHOM KHCIIOTHI, B KPO-
BHM B HOpME MPUCYTCTBYET B KpailHE HU3KUX KOHIIEHTPALIUSX U BEPOSITHO HE UMEET ONPEIETICHHOTO
(U3HOTOTUYECKOTO 3HAYCHHUSI.

COOH COOH CH;
e i, e
é =0 H- C| - OH éH3
éH3 éH3

AueroykcycHas kuciora  B-D- ruppokcumaciisHas KUCIoTa alleTOH

KeToHoBBIE TeJI1a CHHTE3UPYIOTCSI B IeYeHHU B pe3ynbTare (QyHKIIMOHUPOBAHUS TaK HA3bI-
BaeMoro B-ruapokcu-B-mermirnyrapmwi-KoA myru. Ha mepBoM 3Tame mpoMCXOTUT B3aUMOICUCT-
BUe 2-X Monekyn auetun-KoA npu ydactun pepmenta muonazwet. B pesynbrate obOpasyercs aue-
ToaneTnJ-KoA, nanee pearupyromuii ¢ HoBoi Moiiekynon anetmin-KoA. IlpoaykroM 3Toil peak-
uun (ee Katanusupyer GepMEeHT cunmemasa) sisisercs P-ruapokcu-B-merwiarayrapui-KoA.
Jlaiee 3TO coeAMHEHHE MOA JeicTBHeM [-rumpokcu-f-merwirnyrapui-KoA-nuazst pacnamgaercs
Ha aneTwii-KoA W aneTOYKCYCHYI0 KHCJIOTY, KOTOpas MOXET BOCCTAHABIMBATHCS 10 [3-
THAPOKCHMACISIHOM KUCJIOTBI TIpU yuacTuu S-eudpokcubymupamoezudpozenazst i HAJJH(H™).
Jlanuslii hepMeHT crienuryueH TOJIBKO M0 OTHOIIEHUI0 K D-crepeonsomepy.

O O O O
/! I // // + H,O
2CH;-C~S-KoA — CH;-C-CH;-C~S-KoA + CH;-C~S-KoA ——
anetuni-KoA - KoA-SH  aneroanermin-KoA - KoA-SH
|COOH $OOH C|OOH
CH, O CH, CH,
| I |+ HAZH(HY |
—— > HO-C-CH; ———— > CH3 - C~S—-KoA + cC=0 —— H-C-OH
| -HAJL |
CH, O CH; CH;
| u aneroaneraT B-D-runapokcubyrupar
C ~ S -KoA

B-runpoxcu-B-mermwi-riyrapun-KoA

CymiecTByeT TaKkke U JIpyroil myTh CHHTE3a KeTOHOBBIX Ted. OOpa3oBaBIIMiica B X0€ KOH-
JEHCALUKA 2-X MOJIEKYJ aKTHMBHOM YKCYCHOM KHCIIOTHI aneroaneTwsi-KoA, MoeT moaBeprarbcs
(epMEHTATUBHBIM ITyTEM JICAIMIMPOBAHUIO C 00pa30BaHUEM CBOOOIHOM alleTOYKCYCHOM KUCIIOTHI.

+ H,O
Ayemoayemun-KoA —— > ayemoayemam
- KoA-SH

OpnHako JaHHBIN MyTh HE UMEET CYLIECTBEHHOTO 3HAUEHUS, TaK KaK aKTUBHOCTD JI€allniIa3bl
B IIEUYECHU HU3KAS.

VY KBa4YHBIX )KUBOTHBIX OOJIbINAst YACTh KETOHOBBIX TEJI 00pa3yeTcs HE B IEUYCHH, a B DIIUTE-
JUAJIbHON TKAHM TPEIKETYIKOB U3 KETOI€HHBIX HU3KOMOJIEKYJSPHBIX >KUPHBIX KHUCIOT, MOCTY-
naronux u3 pyoma. Toapko o6pazoBaHue B-ruIpOKCUMACISHON KUCIOTHI IIPOUCXOIUT B TIEYCHHU W3
allETOYKCYCHOM KHUCJIOTHI, OCTYMNAIOUIEH ¢ KPOBBIO U3 MpekenyaKkoB. CxeMa CHHTE3a U HCHOJb-
30BaHUsl KETOHOBBIX T€J MOKa3aHa Ha puc. 13.
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B NEYEHW B OPYIMX OPraHAX
2 CH,—C—SKoA
Il
HSKoA .
LurpaTtHein
CH;—C—CH—C—SKoA Hmrn
] 1l \
(] @]
auernauermn=HoA
2 CH;— C — SKoA
™ Il
HSKoA \
CH—COOH N- HSKoA
CH]—C—CHrﬁ—SKOA CHa—C—CH;-'C—SKoA
| Il
OH (e} O
f}— FMAPOREK— ﬁ — merunrayrapun— HoA aueroauertun — KoA
% CyxumHart
CH—C — SKoA —~
Cyrumnmun—HoA
CH— C——CH?—(I?-—OH ————— - —— CHB—%—CH;—Cﬁ—OH
1
(o] @]
auyeToauetart aueroauerar
HAQ-H+H™ HAO-H+H T
+
HAA " HAA
CH— CH——CHE—CHZ—OH ————— f— - CH;CI:H_CHr%_OH
|
OH (o] CH
B = reaporcnbyimpar B— ruapokcubyrupar

Puc. 13. Cxema cuHTE3a U UCIIOJI630BAHUA KETOHOBBIX TEI.

IleyeHnb He HCOJIB3YeT KETOHOBbIE Te1a. OHM SIBJISIIOTCS JHEPreTHYeCKUM TOIJIMBOM
AJIS1 MBIIIL, MO3ra, OYeK.

B-ruapokcumacisiHasi KUCIOTa OKUCISICTCS 10 AlleTOYKCYCHO# B PUCYTCTBHH (epMeHTa
B-runpokcubyruparaeruaporenasst 1 HAJ['. Aueroanerar BzanumoaeicTByeT ¢ cyKiuami-KoA.

B pesynbraTe peakuuu, KaTanuzupyeMoit Tpancdepazoit, 00pa3yroTcs CyKIIMHAT U alleTo-
aneTus-KoA, KoTopblil o IEHCTBUEM THOIA3bl PACLIEIUIIETCA HA 2 MOJIEKYIIbI aneTuia-KoA.

+ HAJ] + cykuuHmi-KoA + KoA-SH
B-runpoxcudyTupar ——> aneroaunerar aneroanetni-KoA ——
- HAJTH(H") - CYKLMHAT

—— 2 anetni1-KoA

Oxucnenue [-eudpoxcudymupama oaem 27 monekyn AT®, ayemoayemama — 24 AT®.
KeroHoBble Tenma NEHCTBYIOT KaK 4YacTh PETYISTOPHOTO MEXaHHM3Ma ¢ OOpaTHOW CBS3bIO,

npeaoTBpamas MOGI/IHI/ISaI_[I/IIO JKUPHBIX KUCJIOT U3 JKUPOBBIX ACTO, TaK KaK MOCICAHNC B BEICOKHUX
KOHICHTpaUAX TOKCUYHBI AJId OpraHu3Ma.
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. OBMEH XOJIECTEPUHA
C XxuMu4ecKo TOYKU 3pEHUS XOJIECTEPUH SIBIISIETCS MOTMIMKINUECKUM HENIPEAETbHBIM O
HOATOMHBIM CIIHPTOM, COJIEPXKAIUM B CBOEU CTPYKType IUKIONEHTAHIEPrUaApOo(hEeHaHTPEHOBOE
A1O.

XO0JIECTEPUH

Bce kineTku, cozepkaiiie B CBOEM COCTaBE SJIPO, CIIOCOOHBI CHUHTE3UPOBATh XOJECTEPHH.
OCHOBHBIM MECTOM CHHTE3a XOJIECTEpPMHA B OPTaHU3ME SBISAETCS Ne4eHb. BUOCHHTE3 X0JlecTEpUHA
IIPOUCXOJUT B DHJOIUIA3MOTUYECKOM PETUKYJIOME M LUTOIIa3Me KIeTKH. OCHOBHBIM IpPEAIIECT-
BEHHUKOM €ero sBiseTcs anetuia-KoA.

Ilepewiii sman cunmesa xonecmepuna HAUMHAETCS TaK XKe, KAK CUHTE3 KETOHOBBIX Tell. [1y-
TEeM KOHJIEHCAllUU Tpex Moiiekyn anetmi-KoA oGpasyercs 3-runpokcu-3-metunriayrapui-KoA. B
MEYEHU MHUTOXOHJIPUAIBHBIA 3arac 3TOro BELIECTBA CIYXHUT MPEAIIECTBEHHUKOM TIJIaBHBIM 00pa-
30M KETOHOBBIX T€J, B TO BpeMs Kak 3anac auetui-KoA B nuromiasme uaeT Ha CHHTE3 X0JIECTEPH-
Ha.

3-I'uppoxcu-3-metunriayrapui-KoA nmoj AeiicTBUEM pemyKTasbl NpEBpAIaeTCs B MEBAJIO-

HOBYIO KHCIIOTY:
+2 HAJ[DH + 2H*

3-2udpoxkcu-3-memunznymapun-KoA > MEGAI0H08AA KUCIOMA
-2 HAJ]®D", - 2 KoA-SH

Bmopoii sman naunHaetrcs ¢ GochoprmiInpoBaHuS U JIEKapOOKCUIMPOBAHUS MEBaJOHOBAM
KHCJIOTBI, B PE3YyJIbTATE YE€r0 OH IIPEBPAIACTCA B U30MEHTeHHANupodocdar, ocieHU B CBOIO
ouepeb MOKET MCII0JIb3b30BATCS I MOCTPOSHUS MHOTHX Ba)KHBIX BEILIECTB OPraHU3MA.

[IlecTh M30MEHTUIBHBIX TPYNI 3aTeM OOBEAMHSIOTCS, Tepsisi CBOM mupodochaTHbIe TPyII-
IIBI, B pe3yJbTaTe 4ero oopasyeTcs yrieBoJopo]] — CKBaJIEH.

Tpemuii sman OMOCHUHTE3a XOJECTEPUHA HAYMHAETCS CEepUEH CIOXKHBIX (DepMEHTAaTHBHBIX
peakuuii, B pe3yapTaTe KOTOPBIX JIMHEHHAsE MOJIEKYJIa CKBAJIEHA MIPEBpAIlaeTCs B UKIMUECKOE CO-
eIMHEHHE — JIAHOCTEPOJI, CoJiepKaliee 4 TUITMYHBIX JUIs CTEPOUIOB KOHACHCHUPOBAHHBIX KOJIbIIA.

Ha uemeepmoii, 3axi1t04UTENBHON CTAIMU JAHOCTEPUH YEPE3 CEPUIO PeaKIfil MpeBpaacT-
Csl B XOJIECTEPHH.

Perynsus cuHTe3a XOJIECTEpHHA OCYLIECTBISETCA Ha dTale MPEeBpaIleHUs 3-TUAPOKCH-3-
MeTunrnyrapui-KoA B MeBalOHOBYIO KHCIOTY. AKTUBHOCTH (pepMEHTa peayKTa3bl, KaTalH3H-
PYIOIIETO 3TY PEeaKINI0, HHTUOUPYETCss KOHEYHBIM MPOIYKTOM — XoJecTepuHOM. buocunTes xoie-
CTEpPHHA PETYIUPYETCs TAKXKE KOHLIEHTpaLMel cnennuyeckoro fejaka — nepeHoCcYnKa CTeposioB.

Hapymenne perynsiuun OMOCHMHTE3a XOJIECTEpUHA - 3TO OJUH U3 (PAKTOPOB, BIUSIOMIKUX HA
pa3BUTHE aTEPOCKIIEPO3a.

. BUOCHHTE3 JIMIINIOB

BuocuHTe3 KapOOHOBBIX KHCJIOT. DTOT MPOLECC HE SABISAETCA OOpAaTHBIM MYTH UX OKHUCIIE-
HUS, TAK UMEET Pl 0COOEHHOCHm ell:
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1. buocuHTe3 KapOOHOBBIX KHCIOT MPOTEKAET B LIUTOIIa3Me, a MX OKUCIIEHHE B MUTO-
XOHJPHUSIX.

2. @epMeHTHI y4acTBYIOIIME B CHHTE3€ OPraHM30BaHbl B MYNbTU(EPMEHTHBIH KOM-
IUIEKC, Ha3bIBAEMOM CHHTETA301 JKUPHBIX KUCIIOT, B TO BpeMs Kak ()epMEHTHI, IPUHUMAIOIIUE y4a-
CTH B pacrajie )UPHbIX KUCIOT HE CKIOHHBI K aCCOL[UALIMSIM.

3. [TpomexyTouHBIE TPOIYKTHI B OMOCHHTE3€ KHUPHBIX KUCIOT CBSI3aHBI C CYIb(QIUI-
PWIBHBIMU Tpynnamu anuineperocsiero oenka (AIIb-SH), a B mpouecce okucineHus ¢ cyabprui-
punbHbIMU Tpynnamu KoA-SH.

4. VICTOYHMKOM JIBYXYIJIEPOJHBIX (PParMEHTOB B MPOIECCE CHHTE3a KUPHBIX KHUCIOT
aBisgercs aneTuin-KoA, a HemocpeICTBEHHBIM JOHOPOM 3a CYET KOTOPOTO OCYLIECTBIISETCS YUIH-
HEHUE YIIIEpOJHOM LeNU KUCIO0ThI - ManoHmI-Allb.

5. BoccranoBuTenbHbIE PEaKLUU B MpoIecce OMOCUHTE3a KUPHBIX KUCIOT MPOTEKAIOT
npu yuactuu kopepmenta HAIIOH(H").
6. VY uinHenue yriepoHoi nenu (3JoHralus) B UTOIUIa3Me KIETKU 3aKaHUMBaeTCs Ha

CTauu 00pa30BaHUs MATbMUTHHOBON KHUCIOTHI. JlanpHelilee yIMHEHHE YTIIEPOTHOM IeH OCy-
IIECTBIISICTCS B MUTOXOHJIPUSX.

OcHOGHBIM cmpoumenbHoiM O10KOM O OUOCUHME3A HCUPHBLIX KUCIOM CIYIHCUm aue-
mun-KoA, o0pa3yromuiicss B MUTOXOHJPUSAX B PE3yJbTaTe OKUCIUTEIBHOTO JEeKapOOKCHIUPOBA-
HUS TIHPYBaTa, a TaKKe B IMpolecce [-OKHCICHHs KUPHBIX KUCIOT. OIHAKO MUTOXOHIpUATbHAS
MeMOpaHa HenpoHuaema ais anetui-KoA. [ToaroMmy oH B MUTOXOHIPUSX B3aUMOJICHCTBYET C OK-
cajoaneratoM. B pesynbraTe peakiuu, KaTaau3upyeMoi IUTPaTCHHTa30i, 00pazyercst HUTpaT, KO-
TOPBI  TEPEHOCHTCS B  IMTOIUIA3My TP  TOMOINM  CHEIHaJbHOH  TpHKapOOKCHIIAT-
TPaHCHIOPTHPYIOLIEH cucTeMbl. B 1uTOIIIa3Me IUTPAT BHOBB pacrazaercs Ha anetui-KoA u okca-
Joanerar. Jta peakuus nporekaeT npu ydsactun AT® u KoA-SH.

[Tepenoc anetnin-KoA B uTomiazMy MOXET TakkKe OCYLIECTBISATHCS B BUJE allETHIIKAPHH-
THHA, OJIHAKO JTAHHBIM MyTh 3aHUMAET HE3HAUUTEILHOE MECTO.

B nwmromnasme knerku anetmin-KoA mopasepraercst xapboxcunuposanuio ¢ 00pa3oBaHHEM
manonun-KoA. Peakuus karanusupyercs gpepmeHToM aretui-KoA-kapbokcunas3oi, coaepxaieii B
KadyecTBe KopepMeHTa KapOOKCHONOTHH. JlaHHAas peakiys TMMUTUPYET CKOPOCTh OMOCHHTE3a KHP-
HBIX kucaoT. @epmenT aunerun-KoA-kapOokcuiiaza akTHBHPYETCSl IUTPATOM, @ HHTUOUTOPOM  SIB-
JsieTcs TMaJbMUTHHOBAS KMCIIOTA.

Bropas monekyna auerun-KoA npesparaercs B ayemun-AIIb non neicTBueM aleTuianui-
Tpancgepasbl, a MaoHWI-KoA — 6 manonun-AIIB npu ydactuu pepMeHTa MaJTOHMIAMITPaHChe-
pasbl.

B nauane 1-ro srama mMKia 3J0HTalMU OCYHIECTBIsICTCS KoHOencayus auetun-Allb u ma-
nouun-Allb ¢ obpazoBanuem ayemoayemun-AIIb, conepxamum 4 aroma C (T.e. Ha 2 0OJbIIIe, YeM
B aKTUBHO#M YyKCYCHO# Kucnorte). Peakumsi KoHACHcalwu, karamusupyemas [-keroarmi-Allb-
CHHTa30H, compoBoxaaeTcst BeicBoOOkIeHHeM CO,. Ha BTOpoM 3Tame mpoucxoaut oOpazoBaHHE
S-2uopoxcubymupun-AIT5 npu yaactuu S-xkemobymupun-AIB-pedykmaser u HAI®H(HT). Tperuit
sTamn 1-ro MUKIa 3NIOHTaluu — decudpamayus. 3nech oopasyercst Tpanc-kporoHua-Allb. Karanus
peakiuu obecnieunBaetcs Gpepmentom enomn-Allb-nerunparasoii. Ha 3akmountensHoM dTame 1-1o
[IUKJIA DJIOHTAIUU MO NeHCTBUEM Kpomonui-AIlIb-pedykmasvl u HAJIOHH") MIPOUCXOTUT 00pa-
3oBanue oymupun-AIlb.

O O O
// + AT®D, CO, / + AIIb-SH I
CH;-C~S-KoA ——— HOOC-CH, -C~S—-KoA ———— HOOC-CH,- C ~ S - AIlb
anetmi-KoA - AJl®, H;PO,  manonun-KoA - KoA-SH manoauin-Allb
O O
Vi + AIIb-SH Vi
CH;-C~S-KoA ——» CH;-C~S-AIlIb
- KoA-SH anetui-Allb
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(@) o (0] (@)

Il Vi /I /Il + HAJIOH(H")
CH;-C~S—AIlB +HOOC-CH,-C~S—AIlB —— 5CH;-C -CH,-C~S-AIlB————
- CO,, AIIb-SH aneroanetmi-Allb - HA1®
H o) H 0 0
| I | I + HAJIOH(H") /I
— >CH;-C -CH, - C~S—ATIB——> CH; - C=C- C~S-AIlB —— 5 CH; - CH, - CH, - C ~ S-AIIB
-H,0 | -HAZI® 6ytupui-Allb
OH H

B-runpoxcuGyrupmi-Allb kpotorun-Allb (tpanc-¢popma)

Hanee 6ytupun-Allb pearupyer ¢ manonmi-Allb u peakunu noBropsitorcs. B koHie 2-ro
LUKJIA AJIoHranuu odpasyercs karnpoHwi-Allb, nmerommii 6 aromoB C. Tak moBTOpsieTcs, OKa B
KOHIIE 7-T0 IIUKJIA 3JIOHraluy He 0Opa3yeTcs nanbMutoui-Allb, KOTOphIi HEe MOXKET CITyKHUTbh CyO-

CTpaToOM Ui KOHACHCUPYIOIICTO (bepMeHTa 1 TO3TOMY MMOABCPracTCda ACALUIUPOBAHULO.
O
// + Hzo
CH; - (CHy)14,—-C~S - AIllb —— CH; - (CH,),4,— COOH
- ATlb- SH

OO6pa3oBaHue )KUPHBIX KUCIOT ¢ 060Jiee ITMHHON YIiIepoTHON IIeTIbI0 MPOUCXOIUT B MUTO-
XOHJPHSIX, 37€Ch )K€ 00pa3yIOTCs U HEHACHIIEHHBIE )KUPHBIE KUCIOTHl U3 HACHIICHHBIX. Tak, Ha-
IpUMeEp, U3 CTEAPHUHOBOM KUCIOTHI 00pa3yeTcsi OJICMHOBAs, COJIEprKalllasi OJJHY IBOMHYIO CBSI3b B 9
MIOJIOKEHUH.

(0] + 0, (0]
/! + HAZTH(H") mwmn HAJ®H(HY) 10 9 //
CH; - (CHy)16— C ~ S - KoA CH; - (CHy);- CH=CH - (CH,); - C~ S - KoA
creapomi-KoA OKcHJasa oneons-KoA

- 2H,0, - HAJT (HAJI®)

JlunoneBast (MMeeT 2 TBOMHBIX CBS3M B MOJIOKEHUAX 9 1 12) u muHOIeHOBas (3 JBOMHBIX
cBsA3U B 9,12, 1 15 10J105K€HUAX) KUCIOTHI HE CHHTE3UPYIOTCS B OPraHU3Me U IIO3TOMY JIOJIKHBI 110-
CTYNaTh 3K30T'€HHBIM ITyTEM.

BunocuHTe3 TPUIIMIEPUI0B UHTEHCUBHO NPOTEKAET B IEYEHHU, )KUPOBOU TKaHH, B MOJIOY-
HOU KeJe3e B IEPUO /I JIaKTallUH.

CuHTE3 TPUIIIHMLEPUIOB MPOUCXOAUT U3 TIMLEPUHA U KUPHBIX KUCIOT (TJIaBHBIM 00pa3oM
CT€apUHOBOM, MaJIbMUTUHOBOM U 0JIeMHOBOI). [lyTh OMOCHHTE3a TPUTIIMIIEPUIOB B TKAHAX MPOUC-
XOOUT uepe3 obpazoBaHue O-riunepodocdara (riauuepoi-3-gocdara) Kak MPOMEKYTOYHOTO CO-
€IMHEHUS.

I'munepun Gocdopunupyercs 3a cuer ATD B mpucyrcTBum (pepMeHTa TIULEPOTKHHA3HL:
enuyepun + AT® ——— eauyepon-3-gpocgham + AJ/[D

B >kupoBOI TKaHU W MBIIIIAX BCIAEACTBUE HIU3KON aKTUBHOCTH TUIMIIEPOIKHHA3KI 00pa3oBa-
HUE TInIeposi-3-pochaTa B OCHOBHOM CBS3aHO C MPOIECCaMU TNIMKOJIM3a M TIUKOreHoam3a. B pe-
3yJIbTaTe TJIMKOJIMTUYECKOTO pacraja IIIIOKO3bl o0pasyercss auruiapokcuareroHdocpar (JAD),
KOTOPBIM TOJ JEHCTBUEM IUTOIIA3MaTHYECKONW TIHIepoi-3-docdaraeruiporeHasbl CnocoOeH
npeBpainathes B rimuepoi-3-pocdar (I'-3-0):

+ HAJTH(HY)
HAD  — 2nuyepon-3-pocgham
-HAJI"

B tex cnyuasx, Kkorja cojepkaHue TIII0KO3bI B )KUPOBOM TKaHU MOHIKEHO (HArpumep, Ipu
roJI0JaHuu), 00pa3yercs JHIIb HE3HAYUTEIbHOE KOJHMYECTBO IHIEepo-3-¢pochaTa u 0cBOOOMB-
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IIMECs B XOJI€ JIMTIOJIN3a CBOOOJHBIE )KUPHBIE KUCIOTHI HE MOTYT OBITh MCIIOJIB30BaHbI HA PECHHTE3
TPUTIIMLIEPUIOB, TIOSTOMY JKHPHBIE KUCIOTHI MOKUAAIOT )KMPOBYIO TKaHb. HampoTuB, akTHUBaIMs
TJIMKOJIN3a B )KUPOBOM TKaHU CIIOCOOCTBYET HAKOILICHUIO B HEHM TPUTIIHUIIEPUIOB.
B neuenn Habmromarotes 06a mytu 00pazoBaHus TIUIEepoi-3-ocdara.

O6pazoBasuuiics raunepopochaTHBIM UM AUTHAPOKCHALETOH(DOCHATHBIM MyTEeM TIIHLEPOI-3-
docdar, mocrnemoBaTenbHO anuIupyercss 2-ms Mosekynamu aumi-KoA ¢ obpasoBanuem 1,2-
muanmrianepoidocdara  (pochaTuaHON KHUCIOTHI), KOTOpas ruapoiusyercs docdaruaar-
docdoruaponazoit g0 1,2-guanunraunepuna (1,2-gurnunepuna). IT0 COSAUHEHUE AMIUPYETCS
TpeTbel MosieKynoi anni-KoA u npeBpamiaercs B TpHaAMITIULEPUH (TPUTIIMLEPHU):

o o o
CH,— OH " CH— O— C'— R, /"
| +R, -C~S-KoA | +R,-C~S-KoA
CH— OH CH— OH
| riunepod -3-gpocdart- | 1-ammnrunepon-3-docdat-
CHy— O— PO;H, anuntpancgepasa CH— O—PO;H, arTpancdepasa
- KoA- SH - KoA- SH
riunepon-3-gocdar 1- ammrminepon-3-gocdar
o o
/" /"
CH,-O0 — C — R, CH,— O—C —R,
0 | 0
| I +H,0 | I
— > CH—O— C—R; CH—O0O—C —R, —
| dochaTumaTdocdorumponaza |
| - H;PO, |
CH, - O-PO;H, CH,— OH
1,2 — muamrmmnepondocdar (pochatuaar) 1,2 - quanuiarnuuepyuH
o
/"
o CH,-0 — C — R
I | 0
+ Ry —C ~S—KoA | I
CH—O0— C—R;
JIIALMIITITALEPOTAITHII- | o
TpaHcepaza | 1
- KoA - SH CHz—O— C— R3

TPUALIMIITIIMUEPUH (TPUTTIULEPU)

B cTeHKe TOHKOTO KHUIIECYHHKA CHHTE3 TPHUTIHMIEPHIOB BO3MOXKCH U3 [3-MOHOTIHIIEPHIOB,
MOCTYMAIOMIMX U3 MOJOCTH KUIIEYHUKA B OOJIBIIMX KOJMYECTBAX MOCIE PACIEIUICHHUS HK30T€HHBIX
(TUIIEBBIX) KUPOB.

buocunres ¢pocharnaoB aKTUBHO [TPOTEKAET B IIEYEHU, TKAHIX KUIICYHUKA, TOYKAX, MbI-
[IEYHON TKaHHW U B MEHBIIIEH CTETIEHH B MO3T€ (37€Ch MaKCUMaJbHasi CKOPOCTb CHHTE3a HaOIro1a-
eTcs B MEPUOJT MUETTMHU3ALIMN TKaHU MO3ra). Beicokast ckopocTh cuHTe3a GochaTuoB XapakTepHa
IS 37I0KaYECTBEHHBIX OIMYXOJIEH.

buocunres ¢pocharuannxonuna u pochaTuaMIITAHOTAMIHA OCYIIECTBISETCS O 00IIeMy
nytu. CHavasia X0JIMH WU 3TaHoJdaMuH pochoprmmpyrores npu yuactun AT® ¢ o6pazoBanuem
COOTBETCTBEHHO (hochopminxonanHa uiu pochopunsTaHoIaMuHa:

CH3 CH3
| + ATD |
H;C — N*—CH, —CHy—OH ———— H;C — N*— CH, —CH,— O - PO;H,
XOJIMHKHHA3a
CH; XOJIHMH -ANlD CH; ¢ochopunxonun
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+ ATD
H,N—CH, - CH, - OH + AT® H,N—CH, - CH, - O -PO3;H,
3TaHOJIaMUH JTaHOJIAMUHKUHA3a (ochopurTaHOIAMIH

-AJl®

O6pazoasuuecs Gpochopunxonut u pochopuiadTaHOIaMUH B3auMoAeHCTBYIOT ¢ LIT® c
obpazoBanuem L[JID-xonuna u [1J]IP-3TaHOIaMUHA COOTBETCTBEHHO:

®ochopuiaxonun + HTO® — HAD - xonun + HP,0;
D ochopumdTanonamuu + HTO® — D - sranonamun + H4P,0,

Hanee IIA®-xonun u [/I®-3TaHONaMuH pearupyroT ¢ 1,2-1uanuiarauiepuHoM, B pe3yib-
TaTe Yyero 0Opa3yroTcsi COOTBETCTBEHHO (ochaTHIMIXOINH U (ochaTHIMIITAHOTAMUH.

O
I/
CH,-O0 —C — R,
O
/
CH—O— C— R,
OA® — xonuu + 1,2 - purnunepug ——— |
-IIM® O CH;
I |
CH2—0—|P — O— CH,— CH,— 1|\I+— CH;
OH CH;
¢dochaTuaux o=

O
I
CH,-O — C — R,
O
I
CH—O— C— R,
OA® — sranonamun + 1,2 - nurnunepu ——— |
- IIM® O

/
CH2—0—|P — O — CH,— CH,— NH,

OH

(dbochaTHIUIITAHOTIAMUH

docharuauiicepuH MOXKET 00pa30BBIBATHCS aHAJOTMYHBIM 00pa3oM WM B OOMEHHOH pe-
akuu ¢ pochaTHANIITAHOTAMUHOM.

o) o)
" "

CH,-0-C - R, CH,-0-C - R,

o) 0 | o)

I /I | /I
CH—0-C-R, + HO-CH,-CH-C -OH |CH-o-c-R2
B —

O NH, - 9TaHOJIAMUH | O O

/I cepuH | /I /I
CH—O- P- O-CH,-CH, - NH, CH,-O-P-0-CH,- CH-C - OH

OH OH NH,

¢docharuuITAHOIAMIH ¢docharumunceprn
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Takum xe 00pa3oM, a Takke B OOMEHHBIX PEaKIHUAX M PEaKIHAX B3aUMOMPEBPAIICHHS MO-
I'YT CHHTE3MpOBaThbcs M jpyrue (ocdomumuasl. DochaTuaundTaHOTAMUH MOKET MEPEXOAUTh B
dochaTuanaxonuH yepe3 MPOMEKYTOUHble cTaguu  oOpazoBanus N-metun u  N,N-
auMeTmindochaTuauIdITaHOIaMIHOB. B (hepMeHTaTHBHOM cucteMe, HEOOXOIUMOM AJIst 3TOTO TIpe-
BPALICHUS U JIOKAIN30BAHHONH B MUKPOCOMAaJIbHOM (DPAKLMU MEYECHH, B KAYECTBE JOHOPA METHUIIb-
HBIX TPYIIT UCTIONB3YETCs S-a/IeHO3MIMETHOHHH:
Docamuounsmanoramun + 3 S-adeHo3urMemuoHun — ochamuounxonun + S-adeHo3ureomo-

yucmeuu

. PEI'YJisIIUA OBMEHA JIMIIN/10OB

[Tporieccsl oOMeHa JMIUAOB PEryIUpPYIOTCS HEHpOryMopaibHbIM myTeM. LleHTpanbHas
HEpBHAsl CHCTEMa BIIMSCT HA JIMIHMIHBIA OOMEH HETOCPEACTBEHHO WM Yepe3 KeJe3bl BHYTPEHHEH
cekperi. COOTBETCTBYIOIINE YYACTKUA KOPbI OOJBIINX MOJYIIApUH TOJIOBHOIO MO3ra uepe3 Bere-
TaTUBHBIE HEPBHBIE BOJIOKHA PETYIUPYIOT COCTaB MUILEBAPUTENIBHBIX COKOB, ITPOLIECCHI IEPEBAPU-
BaHUS W BCACBHIBAHUS JIMIIUJIOB, WX OMOCHHTE3 M MOOMIM3aLuio. VIMIyNbChl, MOCTYMAIOMUE MO
CHUMITATUYECKUM HEPBHBIM BOJIOKHAM, CIIOCOOCTBYIOT pacraiy JIMIKAOB B KUPOBBIX JIETO, a HIY-
LIUE 110 NapacuMIIaTUYECKUM — UX HAKOIUIEHUIO.
LlenTpanbHas HEpBHAsI CUCTEMa BIHSET HA JIMIIUAHBIA OOMEH M 4epe3 SHAOKPHHHBIE jkene3bl. Ka-
TEX0JaMUHBb! (aZpeHaInH, HOpaJpEHAINH), TII0KaroH, TUPOKCHH, COMaTOTPONHbBIA TOPMOH (rop-
MoH pocra), AKTI' (agpeHOKOPTUKOTPOIHBIM TOPMOH) CTHUMYJIMPYIOT PACIIEIUIEHHE JIUIUIOB.
CxeMa perynsiuu pacrnajia JUIuI0B yka3aHa Ha puc. 14. Crpece, puznueckas Harpyska, rojiojaa-
HUE, OXJIAK/ICHUE TAK)KE YCUIIMBAIOT pacnaj] JUIUA0B YEpe3 CTUMYIISLUI0 CEKPELIMH KaTeX0oIaMu-
HOB. MIHCYNMUH crocOOCTBYET HAKOIUIEHUIO OPraHU3MOM JIMIHJIOB B pe3yJabTaTe aKTUBALUU TJIUKO-
JM3a B )KUPOBOW TKAHU U TOPMO3UT OCBOOOKACHUE KUPHBIX KUCIOT U3 TPUALMIITIUIICPHHOB.

AT AHCytk
AppEHEmAH Fopsacn pocta Flassiosas
Hopappe-amH Tniokaron KMEITA
ApEHOBAOKE — (=, heE (S — : -
Tapel ™ - AT = [OpPMOHOYYSCTBATEALHAR |
TUpEOHAHNE ANEHWIET— i nnnasa (HeakTHEHANA)
T GG b UMKREaT 7}" i
Do -
Ta3a
LM1¢@'“EX‘JTEHHKMHH— —® TAF
33 (aKTHEHAR) 1
[opamorOYYRCTEUTERRHAA | | 1
@N nunaaa (akrusnan) kK
@~ filty
T HIKOKOPTEKON AR Fivalunrnuueponsmiiasy CXK
UAME—He3aprtnmas
AKTHEAI NS BEAT

Moroawnrnngepon—
AMME3A

CHE + rrmuspan
Puc. 14. CxeMa peryasuuu JIMIOIN3a.

. HAPYHIEHUA OBMEHA JIMIINAOB
Hapymenust oOMeHa JIMITUA0B MOXKET HACTYIAaTh y>Ke€ B IPOIECCe UX NepeBapUBaHUs U BCa-
CBHIBaHUS B KEIyJJOYHO-KUIIIEYHOM TPAKTE. DTO MOXET OBITh BBI3BAHO OJHOM M3 CIEIYIOMIHNX MpPHU-
YUH:

1. Jlepunut maHKpeaTU4IeCKOW JIUIa3bl, CBA3aHHBIN ¢ 3a00JICBaHUSMH IO KETYIOYHON Kelle-
3BI.

2. Jlepunut xenun B KAIIEYHUKE, 00YCIOBICHHBIN 3a001€BaHUSMU TICUEHU HIIN )KEITICBBIBO-
JALIAX ITyTEH.

3. YrHereHue (PepMEHTHBIX CUCTEM PECUHTE3a TPUTIIMIIEPHUIOB B CTCHKE KUIICYHUKA TIPH €ro
3a00JIEBAHUSIX.
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Pemaromast posib B HapyIieHUd oOMeHa JIMIUA0B MPUHAIICKUT CABUTaM B IPOIECCaX CHH-
Te3a U pacraja JUIUJI0B, KOTOPBIE MPOTEKAIOT B TKAHAX, YTO B KOHEYHOM CUETE MPUBOJIUT K HApY-
IICHUIO0 MeTa0oIM3Ma.

BaxxHpIMU MOKa3aTeNsIMH, XapaKTEPU3YIOIIUMU COCTOSTHIE OOMEHa JIUMUIOB, SIBIISIOTCS CO-
Jep>)KaHue B CHIBOPOTKE KPOBU OOIIMX JIMMUAOB, TPUTIHUIEPHIOB, (OCHOIUIHIOB, OOLIEr0 XoJe-
crepuHa (Tadin. 5).

Ta6J’II/IHa 5. Co,uepxcaHI/Ie JIMIIUA0B B CBIBOPOTKE KPOBU CEIIbCKOX 0351 CTBEHHBIX KHBOTHBIX.

TTokazaTenn E nunuip1 nsmepenus KPC Jlomaau CBUHBHU
OO1e TUIUIBL /1 2,5-8,5 1,6 -2,6 4-12
docdonmumuabt MMOJIB/II 0,91 -4,18 -1/ - 1,17 -3,28
Tpurnunepuabt MMOJIB/II 0,03 -0,55 0,11-14 0,22 -1,28
OO0mmii xonecTepruH A 0,67 —2,88 0,77 -1,5 0,9-1,64

Copneprxanue OOIIMX JIMIHIOB B CHIBOPOTKE KPOBHM BO3PACTAET IPH JKEITyXax M auadere,
TPUIIIMLIEPUIOB — TpU Hedpo3ax, Auadere, MIMKOTeHO3aX, TUIOTHPEeo3e, OEpeMEHHOCTH, TaHKpea-
TUTAaX, a CHIXKACTCSI IIPU THIIEPTUPEO3E.

Coneprxanue o0IIEro XoJIECTEpHHA B CHIBOPOTKE KPOBH TOBBIIICHO MPU TeMaTUTAX, IMOpa-
KEHUAX MOYEK, TUIIOTUPEO3€e, MMAHKpeaTuTax, TUInopyHKIUH epeHel oM runodusa, 0)KupeHud,
nuabere, OEpEeMEHHOCTH, a TIOHM)KEHO — MPH TOJI0AaHUH, IIUPPO3e, aHEMHUH, TUIEPPYHKIUU [ITUTO-
BHUJIHOU XKEJIE3bI.

OOMeH nUnUA0B HapylaeTcss npu Kero3ax. OHM BO3HUKAIOT IPU HEJOCTATKE B PALlMOHE YT-
JIEBOJIOB, M30BITOYHOM KOPMJICHWH >KUBOTHBIX KOHIIEHTpAaTaMH, IIPU CaxapHOM jauadere, rernaTu-
TaxX, pa3InYHbIX OTpaBieHUAX. KOHLEHTpaAIMsl KETOHOBBIX TEJ MPH MATOJIOTMYECKOM KET03€ BO3-
pactaer B KpoBH (keroHemus) U moue (keroHypus) 1o 20 — 30 mmous/n (mpu Hopme 0,2 — 0,6
MMOJIB/JT).

. KOHTPOJIBHBIE BOITPOCBHI U 3AJTAHUA 110 TEME:

«OBMEH JIMITU1OB»
1. [Touemy 3amacoB JUMUAOB B OPraHU3MeE XBaTaeT Ha MECSII )KU3HHU O€3 MHIIH, a YTICBOJIOB —
TOJIBKO Ha CyTKu?
2. HazoBure aTansl nepeBapuBaHus JIMIIUIOB B XKEIyI0YHO-KUIIEYHOM Tpakre. [louemy y Ho-

BOPOKJICHHBIX MT€PEBAPUBAHNUE MPOUCXOTUT B KEITYIKE, a Y B3POCIbIX )KUBOTHBIX — B TOH-
KOM OTIIEJIe KAIIIEYHUKa?

3. [lepeuncnure pakTopsl, 00yCIaBIMBAIOIINE SMYIIMPOBAHUE KUPOB B KUIIeuHHKe. KakoBa
POJIb B 3TOM IPOIIECCE KETUHBIX KUCIOT?

4. VYKa)XUTe OCHOBHBIE ITyTH META00IM3Ma IIMIEPUHA B OPraHu3Me KHUBOTHBIX. OT Uero 3aBH-
CHT BKIIIOUYEHHE IIMLIEPUHA B TOT WIM UHOM MyTh MeTabosnu3ma?

5. Kaxkoe 3HaueHue [y1s opraHu3Ma uMeeT B-okucieHne sKkupHbix kuciot? [loyemy ero tak Ha-
3bIBAIOT?

6. Paccuuraiite Beixoa AT® npu oKMCIEHUH NIPEAETbHBIX JKUPHBIX KUCIOT, COAepKalluxX 16 u
18 aromoB yriepona.

7. HazoBure oTinunTenbHble 0COOCHHOCTH Tpoliecca OMOCHHTE3a JKUPHBIX KHCIIOT O CPaB-
HEHUIO C UX OKHCIIEHUEM.

8. Kakue coerHeHUsI OTHOCATCS K KETOHOBBIM TeJlaM U B YeM COCTOUT MX OMOJIOrHYecKast
poiib? KakoBbl NPUYMHBI BOSHUKHOBEHUS KETO30B?

9. HazoBure coeaunenus, otTHocsmecs K pocharunam. M3 kakux KOMIOHEHTOB OHU TTOCTPO-
eHbl? B uem 3akiodaercst Ouosioruueckas posb ¢pocharugon?

10.  Kakue ropMOHBI y4acCTBYIOT B PEryJIsiiuU oOMeHa TunuaoB. [lepeurcinuTe ropMOHBI YCHITH-

BaIOIIME OMOCUHTE3 JIMITUI0B ¥ CTUMYIIUPYIOIINE UX OKUCIIeHHE?
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I'naBa 5

ObMEH BEJIKOB
. [TonsiTue o 6enkax 1 UX OMOJOTHUYECKasi poib. A30THCTHIN OanaHc. buonoruueckas
MOJTHOLIEHHOCTH OENTKOB.
. IlepeBapuBaHue OENIKOB U BCaChIBAHHE aMHUHOKUCIIOT. OCOOEHHOCTH MepeBapuBaHUs

OETKOB y ’KBAYHBIX JKUBOTHBIX. BHOXMMHUYECKHE TPOIIECCHI, TPOTEKAOITHE
B TOJICTOM OT/CJIC KUIIICUHHKA.

[TyTu ucnob30BaHMsI AMUHOKUCIIOT B OPTaHU3ME KUBOTHBIX.

Karabonn3mM aMHHOKHCIIOT.

TOKCHYHOCTh aMMUAKA U IIyTH €70 HEUTPAIU3aALIUU.

Oco0enHOCTH 00M€EHA OTAEIBHBIX AMIUHOKHUCIOT.

Buocunres Oenka.

OOMEH CIIOKHBIX OCJIKOB.

. INOHSATHE O BEJIKAX U UX BUOJIOI'HYECKAS POJIb.
A3OTHUTBIN BAJIAHC. BUOJOTHYECKASA MMOJHOIEHHOCTD BEJIKOB

Beskn (mpoTenHbl) — 3TO BBICOKOMOJIEKYIIsIpHbIE N-coaepikaline OpraHndeckue coeuHe-
HUS, COCTOSIIIUE U3 OCTATKOB O-L-aMHUHOKHCIIOT, COCMHEHHBIX MENTHIHBIMU CBSI3SIMH B CTPOTO
OTIpe/IeIeHHON TOCIEe0BATEIBHOCTH B MOJIMIIENTUIHOHN IIETIH.

Coneprxanue OEJIKOB B OpraHu3Me KUBOTHBIX B cpefHeM cocTaBisieT 18 — 21 % (umm 45 —
50 % B pacueTe Ha CyXO€ BEIIECTBO).

benku B opraHu3Me )UBOTHBIX BBITIOJIHSIOT pa3Ho0Opa3Hblie hyukyuu. OCHOBHBIMH M3 HUX
SBIISIFOTCSI:

- cmpykmypHas. benku BXOIIT B COCTaB BCEX KIETOK, OPraHOB U TKaHEH OpraHu3Ma;

- Kamanumuyeckas. DTy poib BBIIOTHSIOT crieruduyeckne 6eaku — GepMeHTHI;

- 3awumuas. VIMMyHUTET opraHu3mMa o0ecriednBaeTcsi OeIkaMu UMMYHOTJIOOyTUHAMHU (aH-
TUTEIIAMU);

- pecynamopnas. B perynsuuu oOMeHa BelecTB BaKHAs POJIb MPUHAIICKUT TOPMOHAM, PSJT
U3 KOTOPBIX 1O XMMHYECKOW MPUPOJE SBIAIOTCA OenkaMu (HarmpuMmep, MHCYIUH, Peryaupyromui
YPOBEHB T'JIIOKO3bI B KPOBH);

- mpancnopmuas. brarogapsi cBoeil MOJEKYIIpHON Macce OETKM MOTYT aJcoOpOMpOBaTh Ha
MOBEPXHOCTH PA3JIMYHbIC BELIECTBA M MEPEHOCUTH MO OpraHm3My (anbOymuHbl). TpaHCHOpTHBIE
O€JKHM MEePeHOCAT pa3IMyHbIe BEIeCTBa (TeMOTJIOOMH TPAHCHOPTUPYET KHCIOPOJ, TpaHcheppuH -
KeJe30, LepyJIOIJIa3MUH - MEJib);

- cokpamumenvHas. Ilpumepamu GEKOB BBIMOJHAIOMNX 3TY (QYHKIHIO SBISIOTCS aKTUH U
MHUO3HH.

- numamenvhas. JlaHHYI0 (QYHKIUIO BBIMOJHSIOT TaK Ha3blBa€Mble pe3epBHbBIC OENKH
(oBanbOYMUHBI AWLIA), SBJSAIOMIMECS UCTOUHUKAMH MUTAHUS JUId 1ioga. OCHOBHON GeoK MOJIOKa
Ka3eHH TaK)Ke BBIMOJIHAET B OCHOBHOM IHUTATENbHYIO (DYHKIIHIO.

OuHepreruyeckas QyHKIHS OSTKOB HE SBIISCTCSI OCHOBHOW. Bellk1 MCTIONB3YIOTCS B KauecTBe
SHEPTreTUYECKOTO TOIUIMBA B MOCJEIHIO ouepeb (IIpU HEAOCTATKE YIriIeBOAOB U JMNHUAOB). Pac-
mersienue 1 r 6enka gaet 4,1 Kkaj SHEPruu.

O 6enkoBOM 0OMEHE B OIPENICIICHHON CTENEHN MOYKHO CYAWTh Ha OCHOBE TIOKa3aTelel azo-
mucmozo bananca.

A3OTHCTBIN OanaHc OnpenenseTcsi Ha OCHOBAHUHU CYTOYHOTO MOTPEOJICHUS )KUBOTHBIM a30-
THUCTBIX BCIICCTB C KOpMaMI/I, BBIACJICHUA UX C KAJIOM U MO‘IOI‘/JI. OH Hpe,Z[CTaBJ'DIeT C060ﬁ OTHOIIC-
HUC YCBOCHHOFO a30Ta K a30Ty, BBI,Z[GJIGHHOMy B BUJI€ KOHCYHBIX HpO,Z[YKTOB 06MeHa. Pa3qua10T 3
BHUJIa a30TUCTOro OajiaHca:
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1. Tlonoxcumenvhwitl — KOT/1a MOCTYIUIGHNE a30Ta MPEBBILIAET €r0 BBIICICHUE C MOUYOH
Y KaJOM B BHJIE KOHEUHBIX MTPOJYKTOB pacnazia OeIKOB U aMHHOKHUCIIOT. DTO HAONI0aeTcsl B YCIIO-
BUSIX HOPMAJILHOTO MHUTAHMs )XKUBOTHBIX B IEPUOJ UX POCTA U PAa3BUTHS, BO BpeMs OepeMEHHOCTH,
JIAKTalluK, STHIEKIIAJKA U B BOCCTAHOBUTENBHYIO a3y mocie 6ose3nu. Takoit 6anaHc CBUACTENBCT-
BYET O Mpeo0ialaHuy cuHTe3a OSJIKOB HaJl MX PacraioM.

2. Azomucmoe pasnogecue XapaKTepU3yeTCs PABHBIM KOJMYECTBOM MOCTYMHBIIUX
a30THUCTHIX BEIIECTB M BBIJCICHHBIX B BUJIE KOHEUHBIX MPOAYKTOB oOMeHa. OHO HACTyMaeT y JKu-
BOTHBIX KO BPEMEHHU 3aBEPILICHU MIEPHO0/1a MHTEHCUBHOTO POCTa.

3. [Tpu ompuyamenvrom a30TUCTOM OajaHCe a30TUCTHIX BEIECTB KOPMa YCBaWBACTCS
MEHbIIIE, YeM BBIJEIISCTCS B BHJIE KOHEUHBIX MPOIYKTOB OEIKOBOro 0OMEHa, T.e mpeolagaeT pac-
naja OeTKOB OPraHOB M TKaHEH, KOTOPBI He KoMIeHcupyercs Oenkamu kopma. Hambosee wacroii
NPUYMHON OTPUILIATETILHOTO a30THUCTOTO OaynaHca ABIsSETCS OENKOBOE TOJIOJAHUE WM HAIWYHE B
paIroHe HeMOJHOIICHHBIX OenkoB. Takoe ke siBIieHre MOXKEeT HabIoaaThes mpyu c1aboil JoOCTymHO-
CTH OEJIKOB KOpMa JUIsl YCBOGHUS UX OPraHU3MOM, IPU THIIOBUTAMUHO3aX, CTPECCe, Pa3IUUHBIX 3a-
00JIEBaHUSAX OCTPOTO ¥ XPOHHUECKOTO XapaKTepa.

Jlnst oGecrieyeHns moTpedHOCTEN Opranu3mMa 0o0JIbIIoe 3HAYCHHE UMEET KOJIMYECTBO U Kaue-
CTBO OeNKOB KOpMa. bronoruyeckas 1IeHHOCTh OEJIKOB 3aBHCHUT OT UX aMHHOKHCIIOTHOTO COCTaBa.
Paznuuaior 3aMeHUMbIE U HE3aMEHMMbIe aMMHOKHCIOTHL. [locieaHne He CHHTE3UPYIOTCS B Opra-
HU3ME XUBOTHBIX. KOpMOBBIE OENKM pPacCTHTENBHOTO MPOUCXOXKACHUS, KaK MPAaBUIO, HE MOTYT
YIIOBJIETBOPATH MOTPEOHOCTH OpraHU3Ma B psAJe HE3aAMEHUMbIX aMUHOKHCIIOT, TIO3TOMY OHH SIBJIS-
IOTCSl HETIOJHOIIEHHBIMU. Ha kauecTBO mpoTenHa 0COOEHHO OCTPO PEarupyroT MOHOTACTPUYHBIC
KUBOTHBIC (CBUHBH, JIOIIA/U, ITULBI), & )KBAYHbIE — CPABHUTENBHO cllabo, Onaromapss MUKpOOHO-
JIOTMYECKUM TIpolieccaM B mpemkenynkax. [1oaromy miist )KBayHBIX MPEUMYIECTBEHHOE 3HAUCHHE
MMeeT KOJMYECTBO Oesika B cyToyHOM paruoHe. B Toxe Bpems KPC ucnbIThIBae€T MOBBIIMICHHYIO
NOTPEOHOCTh B CEPOCOJEPKAIIMX AMUHOKHUCIOTaX (IIUCTENH, METHOHHUH), KOTOPbIE HE BOCIOJHS-
IOTCSI MUKPOOHAIbHBIM CHHTE30M B pyOIIe.

Jlnst pa3HbIX )KUBOTHBIX OJJHH M TeXe OEJIKM MOTYT OBITh HEOJWHAKOBO OMOJIOIMYECKH IICH-
Hbl. Hanpumep, nomainnei ntuie Heo0XoIuMo 1aBaTh TaKUe KOpMa, B Oellkax KOTOPhIX KpOMe He-
3aMEHUMBIX AaMUHOKHUCIIOT, COJIEPKATCS TAK)Ke B JJOCTATOYHOM KOJIMYECTBE aprMHUH M TJIUIIHH.

o IHEPEBAPUBAHUE BEJIKOB U BCACBIBAHUE AMUHOKUCJIOT

HeoOxoauMocTh paciieruienus: OEJIKOB KOpMa BBI3BAHO TEM, YTO OHM SIBJIAIOTCS JUIS Opra-
HU3Ma YyKE€POJHBIMU COEAUHEHUSIMH U KPOME TOr0, BBICOKOMOJIEKYIISIPHBIMHU BELIECTBAMU, HECIIO-
COOHBIMH BCaCBIBATHCSL.

B xenynouno-kumeunoM tpakre (JKKT) G6enku xopma moasepraercst neicTBuio epmeH-
TOB KJIacca 2uopo.ias3, NoJKiIacca nenmuodas, B pe3ylbTaTe YEro YHUUTOXAETCS BUJOBAs CIIELU-
(UYHOCTD MOCTYNMUBIIMX OEJIKOB W OHU PACIIEIUIIOTCS 0 HU3KOMOJIEKYISPHBIX COCAMHEHUH —
aMHHOKHCIIOT, KOTOPBIE MOTYT BCachIBaThCsl B TOHKOM KHIeuHuke. Cxema pacnazna 6enkoB B KKT
yKa3aHa Ha puc. 15.

B xenmynke Ha Oenku neiicTByeT consiHas kucnota. OHa crmocoOcTByeT HaOyXaHUI0 OENKOB,
TEM CaMbIM JIeNlasi UX JTOCTYIHBIMH IS (PepMEHTATUBHOTO paciiernyieHus. OHa akTUBUPYET IMEICH-
HOTEH, CTEPHIIM3YET COJIEPKUMOE JKEIyJIKa, MPEMSITCTBYS PAa3BUTUIO THWJIOCTHBIX U OpOIMIIBHBIX
IIPOLIECCOB.

HawnboJsiee Ba)XHBIMU TIPOTEOJUTHUECKUMHE (DEPMEHTAMHU KEITyJOUHOTO COKa SBJISIOTCS Iel-
cvH 1 XxuMo3HH. [lencuH cuHTE3upyeTCs TIaBHBIMH KJIETKaMH (pyHIAIbHOM YacTu jKeIy/Ka B BHJIE
CBOETO MPE/IIECTBEHHNKA HEAKTUBHOTO NencuHo2eHd. AKTUBALINS OCYIIECTBIISAETCS O JEUCTBU-
€M COJIIHOM KHMCJIOTHI U B pe3yibTaTe ayrokaranusa. B mpouecce aktuBanuu ¢ N-KOHIIA MIEIICHHO-
reHa oTIIeIIsieTcs 42 aMMHOKUCIIOTHBIX OCTaTKa B BUJeE nonunentuaa. [Ipu stom nonunentuHas
1ens ykopauuBaercs Ha 20 % 1 0cBOO0KIaeTCsl aKTUBHBIN LIEHTpP pepMeHTa.

Ilencuuoren + HCl (cinenpl mencmHa) ——  IICIICHH +  IOJHUIEHTU]
(M.m. 42000) (M.m. 35000) (M.M. 7000)
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[lencun siBsieTcs SHAONENTHAA30M M NEHCTBYET Ha MENTUAHBIE CBSI3U, B (POPMHpPOBAHUHI
KOTOPBIX y4acTBYIOT apOMaTHYECKHEe aMHUHOKHCIOTHI ((heHunanaHuH ¥ TUpOo3uH). [lencuH nerko
pacierisieT 6eIKU KUBOTHOTO MPOUCXOXKIEHUS (Ka3erH, MHOTJIOOWH, MUOTEH, MUO3WH) U HEKOTO-
pBI€ pacTUTeNbHBIC OCNKU (TTUAJAUH U TIIOTENIUH 371aKOBBIX), IOCTPOCHHBIE B OCHOBHOM W3 MOHO-
aMUHOTUKapOOHOBBIX AMHUHOKHUCIIOT.

1 MuwesapuTenbHbii COK DepmeHTs MNpoayxTsi W

NN Benkn
. HCI I
XenynouHbin [encuHorex » [lencuH >

COK 4 ] ;

AN AN bonblwme nenTuapbl

Cok nopxenyno4HoMl XMOTPUNCUHOrEH ———3— XUMOTPUNCHUH ——
xenesbl

TpuncuHoreH —— TpuncuH >

A
T NN AN AN A, Cpeanve
Kuweynbin cok AHTEPO nenTuas

Mentupassl >l

NN NS A S AMVHOKMCNOTDI

Puc. 15. Cxema paciieruieHus: 6eJIKOB B KeNyJOYHO-KUIIEYHOM TpPaKTe.

[lencun pacuieruisier 0OJBITUHCTBO OEIKOB, 32 UCKIIOYCHHEM KEPAaTUHOB MIepCTH, (Gudpou-
HOB IIeJIKa, MYILIHHOB CJIU3U, OBOMYKOHJIOB, HEKOTOPBIX OEIKOB KOCTEH U XPAIICH.

OOm1ast cxema JICHCTBUS METICHHA HA OCJNKH UMEET CIEAYIOIINA BU:

Benxu + nH>0 + nencun — 8blCOKOMONEKYNAPHbIE NOIUNENMUObL + C1e0bl C60000HbIX

AMUHOKUCIOM

Xumo3zun (peHHUH, CHIYY)KHBINA (pepMEHT) BhIpaOaTHIBAETCS Kele3aMH CIM3UCTONW 000J10Y-
KU JKeJTy/IKa MOJIOJIBIX KUBOTHBIX. OH CEeKpeTHpYyeTCsl B HEaKTHUBHOM (hopMe B BUIE€ MPOXHMO3MHA,
koTopblil ipu pH 5,0 mpeBpamiaercs B akTUBHYIO (opMy. XUMO3UH MPEBPAIaeT Ka3eMHOTEeH MO-
JI0OKa B HEPAaCTBOPHUMYIO KaJIbLIUEBYIO COJIb Ka3eWHa 3a CUET OTIIEIUIEHUs nentunaa. Takoi Kom-
TUIeKe 0oJiee MPOJOKUTENIEHOE BPeMsl 3a/IEpKUBACTCS B XKENyJKEe, YTO CIIOCOOCTBYET pacliIerie-
HUIO ero nencuHoM. OntumyM pH neilcTBus Xumo3uHa JIexUT B npenenax 3,5 — 5,0. YV B3pocibix
KUBOTHBIX CBIYY)KHBII ()ePMEHT MATIOAKTHBEH MJIM OTCYTCTBYET.

benku m nonunenTrupl U3 KEMyKa MOCTYMAT B TOHKUM OTJEJ KUIIEYHHKA, T1€ O AeH-
CTBHEM (PEpMEHTOB IMENTHIA3, CUHTE3UPYEMBIX MOJKETYJOYHON KEIe30H U KEJE3UCTHIMU KIIET-
KaMU TOHKOTO OT/eJa KUIIEYHHKA, MOJABEPraloTcs 0ojee TiyOOKOMy IHMApOiu3y. B TOHkuN Ku-
IIEYHUK NOCTYNAET MaHKPEATUYECKUH COK, COJAEpPIKAIlNil HEaKTUBHBIE IPENIIECTBEHHUKH IENTH-
71a3: TPUIICUHOTEH, XUMOTPHUIICUHOTeH, TpokapOoKkcunenTuaazsl A u B u mposnacrasy.

Tpuncun ruapoau3yeT npuMepHo 1/3 nmenTuaHBIX cBs3eil B Mosekyne Oenka. OH CUHTE3H-
pyeTcs B MOJPKETYI0YHOH XKene3e B HeaKTUBHOHM (hopMe (B BUE TPUIICUHOTEHA). AKTUBAIUS OCY-
IIECTBISIETCS. B TOHKOM OT/EJI€e KUIICYHUKA IPU Y4acTHH (EepMEHTa IHmeponenmuoaszpl 1 MOHOB
KaJbIMs B pe3yNbTaTe OTIICIUICHUS TeKCAaNeNnTra ¢ 0CBOO0KICHHEM aKTUBHOTO IIEHTpa TPUIICHHA.
B nocnenyromemM TpUIICHH KaTalTU3UpyeT NpeBpallieHle TPUIICHHOT€HA B aKTUBHYIO (popMy.

2
Ca™

Tpuncunoren + HOH TPUIICUH  + reKcanenTus
(M.Mm. 27040) JepotieiAa (M.m. 26680) (M.m. 360)

TpurcuH THIPOTUTHYECKU pACHISIUIIET Kak OeNKd, He M3MEHUBIIHECS B JKEIYAKE O]
BIIUSIHUEM TIETICHHA, TaK W BBICOKOMOJICKYIISIPHBIC TMOJHIICTITUIBI, 00pPa30BaBIINECs B JKETyJIKE B
pe3ynbTaTe pacieruieHus: OETKOB KopMa Mo eicTBUeM nerncuia. OnTuManbHoe 3HaueHue pH mis
nercTBys nencuHa 7,8 — 8,2.
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Tpuricun sBisieTcs SHAOMENTHAA30M U paCHICIUISET MENTUIHBIC CBS3H, 00pa30BaHHBIC B
OCHOBHOM KapOOKCHJILHBIMH TPYIIIaMUA TUaMUHOMOHOKapOOHOBBIX aMUHOKHUCIIOT (JTM3UHA U apTH-
HUHA).

OO0mas cxema AeWCTBHs TPUTICUHA CIIEAYIOIIasl:

Beakn (BbicokoMo1eKy IsipHble noaunentuib) + nHOH —— Hu3KOMOJ/1eKyIsIpHbIE 0N~
NenTHIbI + IUNeNnTUHAbI + CBO0OJHbIe AMUHOKHCIOTHI

XUMOTPHUIICUH 00pa3yercss U3 XUMOTPHUIICHHOTeHa. Ero akTUBMpOBaHHE MPOUCXOIUT IMPH
MOMOIIY TPUTICUHA U XUMOTPHUIICHHA.

XHUMOTPHUIICHH, KaK U TPUIICUH, TUAPOIU3YET OCJKA U BBICOKOMOJICKISPHBIC MOJIUIETITH-
I, TIOCTYHAIOIIUE U3 JKENMyIKa, 10 HU3KOMOJEKYISAPHBIX MOJUNENTH/IOB, JUIETTHIOB U CBOOOI-
HBIX AMUHOKHUCIIOT. XUMOTPHIICHH PACIICIUISIET CBA3H OoJiee TIIyOOKO MO CPAaBHEHUIO C TPUIICHHOM
(TMApoNU3y MOJABEPraeTCsl OKOJIO TOJOBHUHBI NMENTHIHBIX CBs3€il). XUMOTPHUIICUH TUAPOJIU3YET
MIPEUMYIIECTBEHHO T€ TENTUIHbIE CBSI3M, B OOpa30BaHUU KOTOPBIX YYAaCTBYIOT KapOOKCHIIBHBIC
rpynmnsl (heHWIaTaHuHa, THPO3UHA U TpUNTO(haHa.

KapOoxcunentuaassl A 1 B cHHTE3UpYIOTCS B TIOPKETYA0YHOH jKeJie3e B HEaKTUBHOM (op-
M€, UX aKTUBALUs OCYILECTBIIACTCS B TOHKOM OT/IeNIe KUIIIEYHUKA MPU y4acTUH Tpurcuna. KapOook-
CHUIIENTHAa3a A paclleIuisieT nenTuanble cBsa3u ¢ C-KoHIa uenu (Mpu HAIMYMK KOHILIEBBIX apoMa-
TUYECKUX aMHUHOKUCIOT). Kapbokcunentuaasa B neiictByer Ha mnenTtuabl, umerone C-KOHIIEBbIE
YYaCTKH aprHHUHA WM JTU3HHA.

B cnusucroit 0607104YKe TOHKOTO KHMIIEYHHUKA MMEIOTCS aMUHOIENTH Ia3bl, paCIeTIISIONINe
MEeNTUAHBIE CBA3U ¢ N-KOHIIA 1Ieny (HarpuMep, Mg2+—3aBI/ICI/IMa$I JIeMIMHAMUHOIIENTH1a3a).

JIu- ¥ TPUMNENTUABI PACHICIUISIOTCS KUIIEYHBIMH AUTIENTHIa3aMH, KOTOPbIE MPOSIBIISIOT OTI-
peleNieHHYI0 CeM(PpUIHOCTh K AaMUHOKHCIOTHBIM OCTaTKaM.

Takum oOpazom, moxa eiicTBHEM MPOTEOTUTUYECKUX (DEPMEHTOB KETyAKa U TOHKOTO KH-
[IEYHHKA KOPMOBBIE OEJIKH pacnalaroTcs 10 CBOOOIHBIX aMUHOKHUCIOT. OHAKO He Bce OeNKH Kop-
Ma pacrajgaroTcs A0 KOHEYHBIX MPOAYKTOB — AMHHOKHUCIIOT. DTO MOXET OBITh 00YCIIOBIIEHO HaJH-
YyeM B KOPMOBOM cMecH HHPruOUTOpOB nenTtuaas. Hanpumep, coeBbie 60061 conepkaT HHTHOUTOP
TpurcuHa. IHTEHCMBHOCTh NepeBapUBaHUsl OCIKOB MOXKET TOPMO3HUTHCS M30BITKOM KHPOB B pa-
IIMOHE WJIK cNaboil ero ruAposM3yeMOCThIO MO IeHCTBUEM KapOOKCHACTEepa3 MOHKETYA0YHOTO U
KUIIEYHOTO COKa, YTO BEAET K CHIKEHHIO KOA3((UIIMEeHTa HCIOJIb30BaHUS a30THUCTBIX BEIIECTB
KOpMa.

Oco0eHHOCTH MepeBaAPUBaHNS 0€JKOB Y ’KBAYHbBIX KHBOTHBIX

Oxoo 20-30 % Genka KOpMa MMOCTYNAIOT B HEU3MEHHOM BHUJIE B CHIYYT, /1€ HAUMHAETCS €T
THJIPOJINA3 TIO0 TOHM K€ CXeMe, YTO MU Y MOHOTAaCTPHYHBIX )KMBOTHBIX. boJbIlas ke yacTh MpOTENHOB
KOpMa TIiepeBapuBaeTcs OaKTepusiMu U HHPY30pUsIMHU pyOIIa.

bakrepuu — riiaBHbpIe OCTABIIUKH (PEPMEHTOB, THAPOIUIYIOLINE OSIIKU MO CXEMe:

6aKTepI/IaJ'H)HI)Ie HpOTeI/IHa?)I)I
Fenox + nH>O s c80000HbBIE AMUHOKUCAOMbL+ NEenmuobl

[Ipu pacuieruieHUN pacTUTENbHBIX U KUBOTHBIX OEJIKOB MOJ JeicTBUEM (PEPMEHTOB MHK-
podopsl pyOria Takxke 00pazyercsi aMMHUak.

OnHOBPEMEHHO C MPOLIECCAMHU PACIICTUICHUsI KOPMOBOTO Oenka B pyOlie MPOUCXOIUT CHH-
Te3 OakTepwalbHOTrO OenKa 3a CcYeT pa3MHOKEeHHs MUKpoOOB u wH(QY3opuil. [Ipocrelimme B co-
CTOSIHUM CHUHTE3MPOBATh HE3aMEHHUMbIE aMMHOKHCIOTHI, 00ECIIEUNBAIOLINE KUBOTHOE MOJHOIICH-
HbIM OenkoM. OHH cofepkat 00JIbIe HE3aMEHUMBIX AMHHOKHCIIOT (0COOEHHO JTM3MHA), YeM OaKTe-
pun. MHdy30pun 1 6akTepuy MOCTYMAIOT B CHIYYT, TJ€ MO ACHCTBUEM IETICHHA TIepEeBapUBAIOTCS.
B utore u3 6enkoB Gaxtepuii u mH(]y30puil 0Opa3yroTcss cBOOOIHBIE aMUHOKHCIOTHL Py0OuoBas
MUKpO(dIopa KpoMe OEIKOB U aMUHOKHUCIOT CIOCOOHA pacUIeIUIsTh U HeOEIKOBbIE a30THCThIC Be-
IIECTBA, KOTOPBIE TOCTYNAIOT B PyOell B Pa3NUYHBIX (POpMax U KOHIEHTpaUUsiX. B pacTUTEIbHBIX

54



KopMax MoxeT comepxarbes oT 10 1o 30 % HeGenkoBOro a3oTa, OCHOBHAsE Macca KOTOPOTO Tpe-
craBiieHa B (hopMe CBOOOJHBIX AMUHOKHUCIOT M aMHUI0B. DTH BEIIECTBA PACLICIUIAIOTCS B pyOIe B
pe3ynbTaTe JAe3aMHUHHPOBaHUs ¢ 00pa30BaHUEM aMMHUaKa U KapOOHOBBIX KUCIOT. M3 Bcex Heben-
KOBBIX a30THCTBIX COCIMHEHUN HauOoJbllee 3HaYeHUEe UMeeT Moyesuna. OHa monagaeTr B pyoer| ¢
KOPMOM WJIM CIIIOHOH, KyJa OHa MPOHMKAET U3 KPOBH B pe3ylbTaTe 00e3BpPE)KMBAHM aMMHUAKa B
peaxkuusax OpHUTUHOBOIO 1UKiIa. [Ipyu HerocTaTke a30TUCTHIX BEIIECTB KOPMa MOUYEBHHA HAUMHAET
YCUJIGHHO TIOCTYyNaTh B pyOell He TOJIBKO CO CIIOHOM, HO U U3 KpoBU. B pyOlie ModyeBHHa pacmaja-
eTcs MoJI ICHCTBUEM OaKTepHaIbHON ypeassl:

NH,

| + HOH

C=0 _— C02 + 2 NH3
[ ypeasa

NH,

AMMHaK 4aCTUYHO BCAchIBAaeTCS B KPOBb U IpEBpAIllaeTCs B MEUEHH B MOUYEBUHY, OTKYyna
MOCTYIAET B IOYKHU M yAAJseTcs U3 opranusma. /[pyras 4acTb aMMHaka UCHONb3yeTcst OaKTepusMu
JUISl CHHTE3a HOBBIX AMUHOKHCIIOT B PEAKIMAX BOCCTAHOBUTEIILHOTO aMUHUPOBAHUS Ol-KETOKUCIIOT.
MoueBHHY UCTIOIB3YIOT HEOOIBIIUMH J03aMHU B TEUEHUE CYTOK s OoJiee 3(pPeKTUBHOTO MpeBpa-
IIeHUs1 pyOLIOBOTO aMMHUaka B MUKPOOHBIH Oenok. 3a cyTku B pydrioBoM conepxumom KPC moxer
npespamarses oT 60 1o 150 r MoueBuHsbI, y oBelt — oT 10 10 15 r. DTO AaeT BO3MOXKHOCTH 3ame-
HUTh 0T 20 10 30 % nepeBapuMoro NpoTenHa KOpMa.

Bunoxumuyeckue npoueccol, NpoTeKalye B TOJICTOM OTAeIe KHIIeYHHKA

3nech O€NKM M aMMHOKHUCIOTHI TOJABEPraloTcsi THUEHHI0. DepMEeHTbl MUKpPOOPraHHW3MOB
THJIPOJIU3YIOT OCNKM 0 aMUHOKHUCIOT. YacTh CBOOOJHBIX aMHHOKHCIOT MOKET HCIOJIb30BaThCs
IUIsl CUHTe3a OENKOB COOCTBEHHOTO OpraHu3Ma, OCOOECHHO B MEPUOJBI PAa3MHOXKEHHs, a Jpyras
4acTh — pacnagaercs 10 0oJiee MPOCTHIX coeAnHEHHH. JlekapOOKCHITMpOBaHHE aMHHOKHUCIOT TpPH-
BOJAUT K OOpa30BaHUIO aMHMHOB, KOTOpPbIE B OUYEHb MAaJIbIX KOHIICHTPALUAX 00JIaJal0T MOIIHBIM
(bapMakoIMHAMUYECKUM AeUCTBUEM. B 00NBIINX KOHUEHTPAIMSIX OHH MPEACTABISIOT CEPbE3HYIO
yrpo3y Al HOpMaJIbHON )KU3HEAESITEIbHOCTH OpraHu3Ma.

C KOJIMYECTBEHHOHN CTOPOHBI OAKTEpHUATbHOE pacUICIICHHE aMHUHOKHUCIIOT B TOJICTOM OT/e-
Jie KHMIIEYHUKA 3aHUMAaeT HeOOJBbIIOW yIeNnbHBIH BEC, OXBAThIBas HE3HAUUTENBHYIO YaTh aMHHO-
KHCJIOT, T.K. MOCJIeTHUE OBICTPO BCACBHIBAIOTCS B KPOBb. B CTEHKE KMIIEUHUKA U JAPYIMX OpraHax

aMHHBI 00€3BPEKHUBAIOTCS C IOMOIIBIO (pepMeHTa MoHOaMuHOOKcH1a3bl (MAO):
O

"

R—CHz—NHz +02 R-C-H + NH3 + H202

aMUH MOHOAMHUHOOKCH1a3a aJbJICTU I

B Toncrom oTnmene kumieyHuka w3 (eHWIANAHMHA M TUPO3WHA MOJ JeiicTBHeM OakTepuit
o0Opa3ytoTcst peHos U Kpe3od, a U3 TpuntodaHa WHAOI U CKaToid. JlaHHbIe COCIMHEHUS SIBISIOTCS
AIOBUTBIMU JUIsl opraHu3Mma. Ilocne BcachlBaHMS OHM MOCTYNAIOT B IE€YEHb, IJE€ IOJABEPraroTCA
00e3BpPEIKUBAHUIO ITyTEM CBS3BIBAHUS C aKTUBHBIMU (DOpMaMHU CEpHOM M TIIOKYPOHOBOM KHCIOT.
O06e3BpexxuBaHue OEH30IHOM KHCIOTHI, KOTOpas 00pa3yeTcs B TOJICTOM KUIIEYHHUKE MPHU U30BITKE B
panroHe (eHmIaJaHuHa, OCYHIECTBISETCS ¢ MOMOIIBIO MIHIKHA (Y NTUIl — OPHUTHHA) B MEYCHU.
ITpu sTOM 00pazyercst runmypoBas (y ITULl OPHUTYPOBAs) KUCIIOTA.

[Ipy THUJIOCTHOM pa3JI0KEHUHU LIUCTEHHA B TOJICTOM OT/ENE KUIIEYHHKa 00pa3ylocss MeTaH
(CHy), cepoBonopon (H,S), yrnekucasiit ra3 (CO,), atantuon (3tunmepkantad) CHs; — CH, — SH.

BcacbiBaHHEe AMUHOKHCJIOT
MexaHu3M BCAChIBaHHSI AMHUHOKHCIOT U HU3KOMOJICKYJISIPHBIX MENTUIOB — CIOKHBIN OHo-
JOTUYECKUI TPOIECC, KOTOPBIM BKIIOYAET B3aMMOJICHCTBIE aMHUHOKUCIOT U TIENTHIIOB ¢ MeMOpa-
HaMH KJIETOK, (POPMHUPYIOUINX BOPCHHKH CIM3HCTOM 00OJIOYKHM, X TPAHCIOKAIUIO Yepe3 MeMOpa-
HBI U BBICBOOOXKICHNE B KpOBb. (CUHMTAeTCs, 4TO ATOT MpoIlecc 00ECIeunBaeTcs CeuPpUIecCKUMHU
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nepeHocunkamu. TpaHcMeMOpaHHasi TPAHCIOKAIMS aMHUHOKUCIIOT MIPOUCXOIUT MPEUMYIIIECTBEHHO
MPOTHB I'PaJMEHTa UX KOHIEHTPAIMK U SBJISIETCS SHEPro3aBUCUMBIM IpolieccoM. B mporecce Bca-
CBHIBaHUS Ba)KHAS POJIb MPUHAJUICKHUT HATPUEBOMY HACOCY.

OnHuM U3 MEXaHU3MOB TPAHCIOPTAa aMHUHOKHUCIIOT SBIISICTCS Y-TIIyTaMMIIbHBIA nuki. Kito-
4eBOH (hepMEHT Ipolecca - Y-riyraMuiaTpancdepasa. IToT GepMeHT KaTaau3upyeT HepeHoc Tiry-
TaMWJIBHOTO OCTATKa IIIyTaTHOHA HA TPAHCTIOPTHPYEMYIO KHCIIOTY:

AMUHOKUCTIOMA + 27lyMamuoH (21yMmamuiyuCmeuHuNAIUYuH ) —» eymamulamMuHOKucioma +
YuUCmeuHunIuYuH

CBo0OoHas aMHUHOKHCIIOTA, YYacTBYIOUIAasi B ATOM peakuH, MOCTYMaeT ¢ HapyKHOH Io-
BEPXHOCTH KJIETKH, TJIyTaTUOH HaXoAuTcs BHYyTpHU. Ilocie peakuuy riyraMMJIaMHUHOKHUCIIOTA OKa-
3bIBAETCA B KJIETKE BMECTE C LIMCTCMHUITIUIMHOM. [lanee 3Ta KucinoTa pacuiernisiercs GepMeHTOM
IIUTO30JI TIIyTaMHJIAMHUHOTpaHC(hepa3oil: TIIyTraMUIaMMHOKUCIOTa ——> aMUHOKHCIOTa + 5-
OKCOIIPOJIMH.

B urore MoJiekyna aMHHOKHCIIOTBI OKa3bIBA€TCS B LIUTO30JIE.

bilaromapsi BBICOKOW NPOHUIIAEMOCTH CIU3MCTOM KHUILEYHHKA HOBOPOXKIACHHBIX U HU3KOU
KOHIICHTPALUU Y HUX MPOTEOJUTHIECKUX (PEPMEHTOB MOXKET BCACHIBATHCS HEKOTOPOE KOJIMUECTBO
HATHBHBIX OEJIKOB, 00YCIaBIMBAIOIINX CEHCUOMIM3AIINIO OPTaHU3Ma.

BcacbeiBaeMble B TOHKOM OT/AEJIE KUIIEYHUKA AMUHOKHCIIOTHI IIONaJatoT B MOPTAJIbHBINA KO-
BOTOK H, CJI€IOBATEIbHO, B IICUEHb, a 3aTeM B 0OIUK KpoBOTOK. KpoBh 0CBOOOXKIaeTCS OT aMHHO-
KHCJIOT OYeHb OBICTpO — yxe uepe3 5 MuHyT 85 — 100 % ux okxaspiBaeTcst B TKaHAX. OcOOEHHO
MHTEHCUBHO IOTJIOLIAI0T AMUHOKHCIIOTHI IIEYEHD U TTOYKH.

° nYTHU UCITOJBb30OBAHUA AMUHOKUCJIOT B OPTAHU3ME )KUBOTHbBIX
Hcnonp30BaHre aMUHOKHUCIOT B OPraHU3ME XKMBOTHBIX OCYILIECTBISAETCS MO CIEAYIOIIUM
HanpasJieHUusAM (puc. 16):
1) mis cuHTe3a OEIKOB U HENTHIOB;
2) nmns oOpa3oBaHUS IPYTUX aMUHOKHUCIIOT M a30TCOIEPKAIINX COSTMHEHU;
3) ana cuHTe3a YrieBOJOB (TJIOKOTEHHbIE aMUHOKHUCIOTHI) U JTUMUJIOB (KETOTCHHbIE aMU-
HOKHCJIOTBI);
4) Kaxk UCTOYHHMK YHEPTHUU.
Yrnesogbl
Jvnuapl
XonnH
HpeaTuH
MenTuabl (rnyTaTUOH, aHCEPUH, KAPHOSHWH 1 ap.)
Apyrve AMH
MopdupwuHbl (rem, Hb, unToxpomsl 1 agp.)

Amuno-

KHCNOThI benku (hepMeHTbl, rOpMOHbI, aHTUTENa M[J,JI

HuxotuHamna, HAZL
Mpon3BoHbIE aMUHOKMUCNOT C FTOPMOHANBHOM

yHKUMEN (KaTexonamuHbl, TAPOKCUH U ap.)

BuoreHHble amuHbi

MenaHuHbI

& -HeToKMCNOTbI (0t~ OKCHKMCNOThI) -+ C O+ HyO
MMypuHBLI, NUPUMUONHBI

AMMuaK

MoyeBwnHa

Puc. 16. HyTI/I HCIIOJIb30BAHUA aMUHOKHUCIIOT B TKAHAX OpraHu3Ma JXKUBOTHBIX.
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Bo 3-M 1 4-M myTAX UCTIOJIB30BAHUS AMUHOKHUCIIOTHI TEPSIFOT aMUHOTPYIIITY, a UX 0€3a30TH-
CTBIH YIJIEPOJHBIN CKENET MPEBpAIIAETCs B OAUH U3 CIEAYIOLUIUX IPOMEXYTOUHBIX POAYKTOB Me-
TabonM3Ma — MHUPYBaT, OKcajoaleTar, (i-KeToriayTapar, cykiuuHuiI-KoA, dymapar, amermin-KoA,
aneroaneTuin-KoA (s ka0 aMHMHOKUCIOTHI CBOM MPOMEXKYTOUYHBIN MPOAYKT).

Te aMMHOKHUCIIOTHI, 0€3a30THCThIE OCTATKH KOTOPBIX MPEBPAILAIOTCS B OJMH U3 MEPBbIX -
TH TPOMEXYTOYHBIX META0OJIUTOB, HA3bIBAIOTCA 21H0KO2EHHbIMU, TIOTOMY UTO 3TH COCAMHEHUS ue-
pe3 gochoeHonmupyBaT qanee BOBICKAIOTCS B rroKoHeoreHe3 (puc. 17). K rirokoreHHbIM aMHHO-
KHCIIOTaM OTHOCATCS TJIMLUH, CEPUH, O-aJIaHWH, LIUCTEHUH, BaJIMH, METUOHHUH, TPEOHHH, aclaparu-
HOBas KUCJOTA, acllaparvH, rIyTaMUHOBAsI KUCJIOTA, TIIyTaMUH, aprTUHUH, TPOJIUH, TUCTUAH.

K xemoeennvim OTHOCATCS aMUHOKUCIIOTHI, 0€3a30THCTBIE YIIIEPOJHBIE OCTATKU KOTOPBIX
npespaiatorcs B aleTuia-KoA unu aneroanetun-KoA, KoTopele 1anee BKIIOUAIOTCS B KETOT€HES.

KeTorennoi aMMHOKUCIOTOMH SBISETCS JIEUIHH.

Inoroaa l l HupHble KucnoTsl ]

Ana, [nn, . i Nen, den,
Cep. Tre. | ol NBH Auetun-HoA Ten

Linc
Acn, AcH WYH AueTtoauetun-HoA

H i f

Apr, Tue, a-HIr eH, Jlns,
Mpo, Mk, Tup, Nen

Iny
WMne, Ban, CyHuMrUn-

Mer, Tpe HoA IEOQ HO + Onepruna

|

Puc. 17. Cema Bximrouenus aMuHokuciioT B LITK u B ritokoHeorenes.

W3oneinuH, mu3uH, Tpuntodad, GeHUIaIaHUH U TUPO3UH OTHOCSTCS OJHOBPEMEHHO M K
KETOTCHHBIM M K TJIFOKOTEHHBIM aMUHOKHUCIOTaM. HekoTopblie U3 X YriiepoIHBIX aTOMOB OOHapY-
xuBatoTcs B aneTwin-KoA wnu aneroanetmn-KoA, toraa kak apyrue mosiBiasioTcs B MOTEHUIUATb-
HBIX MPE/IIECTBEHHUKAX TJIFOKO3bI.

N36B5ITOK aMUHOKHUCIIOT OTHOCHTEIBHO TOTO UX KOJIMYECTBA, KOTOPOE TpeOyeTcs sl CHHTe-
3a GENKOB U JPYruX OMOMOJIEKYJ, B OTIMYUE OT IIFOKO3bI M JKUPHBIX KUCIOT HE MOXKET 3aracaTbCs
U HE BBIIENSAETCA U3 opranu3ma. V30bITOUHbIE aMUHOKHUCIIOTHI HCIIONIB3YIOTCS KaK METa00IMYecKoe
TOIUIMBO (KOHEYHbIE NMPOJIYKTHI pacnana aMMHOKHCIOT — NHj3, Belaenstomuiicss M3 opraHusma B
Buse MoueBuHbBI, CO,, H,O u AT®).

. KATABOJIN3M AMUHOKHUCJIOT

Jle3aMMHUPOBAaHUE AMUHOKHUCIIOT SIBJIIETCSI OJJHUM U3 HauboJjee o0LHX npoiieccoB oOMeHa
aMUHOKHCIIOT. CyllleCTBYET HECKOJIBKO TUIIOB J1I€3aMHUHUPOBAHUS aMUHOKUCIIOT. ITpu BoccTaHOBH-
TEJIBHOM JIe3aMHUHHUPOBAHUH 00pa3yloTCsl aMMHUAK U TpeieNibHble KapOOHOBbIe KUCIOTHIL. [Ipu rua-
POJINTUYECKOM — aMMHUAK U THAPOKCUKHUCIOTHI. OTH JBa BHUJA 1€3aMUHUPOBAHUS XapaKTEPHBI IS
OO0JIBIIMHCTBA OaKTEPHil, HACENAIONINX MPEPKETYAKH KBAYHBIX U TOJICTBIA OTJIEN KMIIIEUHUKA APY-
I'MX BUAOB KHUBOTHBIX. [Ipy BHYTPUMOJIEKYISIPHOM JIe3aMHUHUPOBAHUHU 00pa3ylOTCs HENpeenbHbIe
KHMCJIOTBI U aMMHAK. B opranusMe >KUBOTHBIX TAKUM IIyTEM AC3aMUHUPYETCS aMHHOKHUCIIOTA THC-
tuauH. Haunbonee pacmpocTpaHeHHBIM BUJIOM J€3aMUHUPOBAHHS SIBISICTCS OKUCAUMENbHOE, TIPU
KOTOPOM 00pa3yloTcs aMMHaK M KETOKHCIOTHL. B peakiusx OKHCIUTEIHHOTO J€3aMUHUPOBAHMS
NPUHUMAIOT ydacTue (PepMEHTHI OKCUIa3bl U IETUAPOTE€HA3bl AMUHOKHUCIIOT.
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Oxcunaspl L-aMuHOKHCIOT B KauecTBe KodepmeHta coaepkar ®MH, a okcupaszsl D-
aMuHOKUCIOT — DA/, OHAKO aKTUBHOCTh OKCHa3 AMUHOKUCIOT B (PM3UOJOTMUYECKHX YCIOBHIX

HEBEJIMKA.
BakHas ponb B Ipouecce OKMCIUTENBHOTO 1€3aMUHUPOBAHMS IPUHAUIEKUT IJIyTamaTae-

rugporenase (I'n/ll'). OHa yyacTByeT B OKMCIUTEIBHOM JI€3aMUHUPOBAHNN ITyTAMUHOBOM KHCIIO-
THI, B PE3yJbTaTE 4ero 00pa3yloTcsl aMMHUAK U O-KETOTIIYTapoBast KUCJIOTA.

COOH COOH COOH
| | |
(CHy), + HAJ (CHy), + H,O (CHy),
— | —
CHNH, - HAJIHH" C=NH - NH; C=0
| | |
COOH COOH COOH
[JIyTaMHHOBAs MMUHOTIIyTapoBast Ol-KETOrJIyTapoBast
KHCJIOTa KHCJIOTa KHCJIOTa

I'nA" mpucyTcTBYeT TOIBKO B MUTOXOHPUAIILHOM MAaTPHKCE M OTBETCTBEHHA 32 OOJIBIIYIO
4acTh aMMHaKa, 00Pa3yIOIIErocsi B TKAHIX )KUBOTHBIX.

OxucauTenpbHOE A€3aMUHUPOBAHUE AMUHOKHCIIOT OCYILLECTBIISIETCS. B OPraHU3ME KUBOTHBIX
HENPSIMBIM ITyTEM, TaK KaK OHO COIPSDKEHO C IPOLECCOM TPaHCAMHUHHUPOBAHMUSIL.

Peakuuu TpaHCaMMHUPOBaHUS, B X0J1€ KOTOPBIX OCYIIECTBIISETCS IEPEHOC aMUHOTPYIIIIBI C
AMHHOKHUCIIOTHI Ha KETOKHUCIIOTY, KaTAIM3UPYIOTCA (pepMEeHTaMH aMUHOTpaHchepa3amu, coaepxa-
IIMMHU B KauecTBe KodepmenTta nupunokcaimbpochat (I1D).

AmuHOTpaHc(epas3bl IUPOKO PaclpoCTpaHEHbl BO MHOTMX OpraHax M TKaHsIX (TE€4YeHb,
cep/le, MOYKH, MBIIIILIBI U JIp.)

HauOoubiiee 3HaueHne UMeroT anaHuHamMuHOTpaHcdepasza (AnT) u acmapraTaMUHOTpAHC-
¢epaza (AcT).

?OOH |COOH |COOH |COOH
(CH,), CHNH, 11D (CH,), C=0
+ | — + |
C=0 CH; AnT CHNH, CH;
| |
COOH COOH
a-KeTOFHyTapOBaH Ol-aJJaHUH FJ'IyTaMI/IHOBaH HI/IpOBI/IHOr‘paHHaH
KHUCJIOTa KHUCJIOTa KHUCJIOTa
COOH COOH COOH COOH
| | | |
(CH,), CHNH, 11D (CH,), C=0
+ | — + |
C=0 CH, AcT CHNH, CH,
| | | |
COOH COOH COOH COOH
a-KeTOFHyTapOBaH aCHaparI/IHOBaH FJ'IyTaMI/IHOBaH HIaBeHeBO-yKCYCHaH
KHUCJIOTa KHUCJIOTa KHUCJIOTa KHUCJIOTa

Onpenenenne aktuBHOCTH ACT u AnT mupoko Ucmonb3yercs B J1aOOPaTOpPHOM MpaKTHKE
IUI JUarHOCTHKY NATOJIOT Uil IEUEHHU.
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Pasubie a - KeTornyrapar
AMMHOKHCITOTBI

NH,
Painsie I nyramar
KETOKMCTOTHE

Puc. 18. CBs3b npolieccoB TpaHCAMUHUPOBAHUS U I€3aMUHUPOBAHUS
yepe3 O-KETOTIYTapOBYIO U TITYTAMUHOBYIO KUCIIOTHI.

I'myramuHOBast KUCIIOTA, 00Opa30BaHHAs B PEAKLUAX TPAaHCAMUHUPOBAHUS, Jajiee 10 ABepra-
eTcs OKUCIUTENFHOMY JIe3aMUHUPOBAHUIO IO ICHCTBUEM IITyTaMaTAeT uIPOT€Ha3kl, B pe3yJIbTaTe
4yero o0pasyeTcs O-KeTOrIyTapoBasi KUCIOTa, KOTopast MoxeT nonoyHaTh Goua L{TK u cayxuTth
cyOcTpaToM sl peakiii TpaHCAMUHUPOBAHMSL.

Takum o0pa3zoMm, B pe3yibTare MOCIEIOBATENbHBIX  PEAKUUH, KaTaJu3UPYEeMbIX aMu-
HOTpaHc(pepasaMH U IIIyTaMaTAeruapOTreHa30i, MPOUCXOIUT JAe3aMUHUPOBAHIE UCXOIHOM aMHHO-
KUCIO0Thl. OIHAKO OHO ITPOUCXOJUT HE NMPSAMBIM IyTeM (puc. 18), a yepe3 peakiuo TpaHCAMUHHUPO-
BaHUS C y4YaCTHEM O-KETOTIYTapOBOW KUCIOTHI, SBJISIOMIEHCS aKIENTOPOM aMHHOT PYIIIIHI.

Kpome TOoro, TpaHcaMUHUpPOBAHUE SIBISAETCS OJHUM U3 MyTeH CHHTE3a 3aMEHUMBIX aMUHO-
KHCJIOT B OpraHU3Me )KHUBOTHBIX.

OnnuMm U3 myreld oOMeHa aMUHOKHCIIOT SIBJISIETCS MX JIEKapOOKCHIMPOBAHUE, COMPOBOXK-
narorieecst oopazoBanueM CO;, 1 OMOTEHHBIX AMHHOB.

JlekapOoKcuiIa3bl aMMHOKHUCIIOT B Ka4eCTBE KOPEepMEHTa CoAepkaT mupHuaokcanbhocdar.

AwmuHBI, o0pasyromuecss Npu AeKapOOKCHIMPOBAHUM COOTBETCTBYIOIIMX AMUHOKHUCIIOT,
BIIMSIIOT Ha MPOLIecChl 0OMEHa BEIIECTB M (DYHKIIMU OTIPE/ICTICHHBIX OPraHOB U TKaHEH.

Tak, npu nexapOOKCHIMPOBAHUN THCTUAMHA 00pa3yeTcsi TUCTaMHH, PACIIUPSIIOMINI KanuI-
JSAPbl U CHIDKAIOLIUH KpoBsiHOE AaBiieHHE. OH TakKe YCHIIMBACT CEKPELHUIO COJITHOM KUCIIOTHI B

KENyIKE.
NE [ CHE—-L?H-—COGH N | CHpy—CHs
|
I\ ] NH2 s = | :l NH2
H 2 H
MacTuamH Macrammn

[Tpu nexapOOKCUIMPOBAHUM TTyTaMUHOBOM KUCIIOTHI 00pa3yeTcs Y-aMHHOMACISTHasT KUCIIO-
ta (I'’AMK), KoTOpast TOpMO3UT JAEATENBHOCTh HEPBHBIX KIIETOK.

COOH CH,NH,
| |
CHNH, CH,
| Mo |
CH, CH,
| rﬂyTaMaT,ueKap60Kcnna3a |
CH, -CO, COOH
|
COOH T'AMK

TJIyTaMHUHOBAs KUCJIOTa

. TOKCUYHOCTHh AMMMAKA Y ITIYTU EIT'O HEUTPAJIM3AIIUA
B mpouecce ne3aMHHUPOBAaHHS aMUHOKHCIOT, aMUHOB M HEKOTOPBIX APYTUX a30TCOAEP-
KaIlUX COCIMHEHUH 00pa3zyeTcsi aMMHaK, KOTOPbIH SBISETCS BHICOKOAKTUBHBIM, a OTCIOJ]Aa U TOK-
CHYHBIM JIJIsl OPraHnu3Ma, 0COOEHHO A1t Mo3ra. [103ToMy KOHIIEHTpalus ero B OpraHu3Me Moiiep-
JKUBAETCsl HAa HU3KOM ypoBHE. B HOpMe ypoBeHb aMMuaka B KpoBU He mpesbimaer 1 — 2 mr/n (60 —
120 mxmoub/n). Konuentpanus 50 mr/n sBisercs TOKCUYHOM. BBICOKYI0 TOKCHMYHOCTH aMMHUaKa
MOKHO OOBSCHHUTH €ro cBoiicTBaMu. OH MOJKET JIETKO NMPOHUKATh Yepe3 MeMOpaHbl, B T.4. MUTO-
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XOHJIpuanbHble. B pesynbrare oH nu3MeHseT pH B OTAENbHBIX CTPYKTYpax KIETKU, 3HAYCHUE 3apsaa
Ha MeMOpaHaX, a TaKkKe B3aMMOJEHCTBYET C (-KETOTJyTapOBOW KHCIOTOH, CMeEIas paBHOBECHE
rIIyTamMatIerupoTreHa3HON PEaKIUU B CTOPOHY 00pa30BaHUs TIIyTAMUHOBOM KHUCIIOTHI.

COOH COOH
CH, + HAJTH(H") , NH; CH,
CH, IyTaMaTAeruaporeHasa CH,
| - HATT', - H,0 |
C=0 CHNH,
COOH COOH
Ol-KETOMTyTapoBast TJIyTaMIHOBas
KHCIIOTA KHCIIOTA

o-Kerormyraposas kucnora Beixoaut uz L{TK, a HAJITH(H') He nocrymaer B 1axaTenbHyIO
LIeNb, YTO NMPUBOAUT K HapymeHuto cuHre3a AT®. Opransl 1 TKaHU (B IEPBYIO OUEpeElb TOJIOBHOU
MO3I') UCIIBITHIBAIOT SHEPIETUUECKUN TOJIO0I.

HecmoTtpst Ha nocTosiHHOE 00pa3oBaHUEe aMMHUaKa B OpraHU3Me, KOHIEHTpAIMs ero He3Ha-
YUTENbHAsA. ITO OOBSICHAETCS MEXaHU3MaMHU CBOEBPEMEHHOTO 00E3BPEKUBAHHS aMMHUAKA.

B opranusme JKMBOTHBIX CYILIECTBYIOT CIIEAYIOIIME TYTH HEUTpANU3alMil aMMHaKa — CUHTE3
aMMOHUIHBIX coJiell, 00pa3oBaHHe aMU0B MOHOAMHHOAUKAPOOHOBBIX aMHUHOKHUCIIOT M CHHTE3 MO-
YEBUHBI.

CuHTE3 aMMOHUIHBIX COJIEH MPOMCXOIUT B IMOYKAX M 3aHUMAET HEOOJIBIION yIEeIbHBINH BEC
B IIpolLiecce IETOKCUKAIIMK aMMHaKa (Ha JI0JII0 a30Ta aMMOHHMUHBIX cosiei mpuxoauTcs 10 6 % azo-
Ta MOYH).

OO0e3BpexMBaHWE aMMHUAaKa Ha MECTe ero oOpa3oBaHHUs (I1€YEHb, MO3T, MOYKH, MBIIIILI U
Ip.) TIPOUCXOAMT 33 CUET aMUAMPOBAHMS acTIaparMHOBON U TTTyTaMHHOBOM KHCIIOT C 00pa30BaHHEM

COOTBCTCTBCHHO acIliaparvHa 1 riiyraMuHa.

O O

I I
C-OH C-NH,
CH, + ATO® CH,
CHNH, acnaparuHcuHTETa3a CHNH,
COOH - AM®, H,P,0, COOH

acraparvuHoBasi KUCJIOTa acraparut

O O

I "
C-OH C-NH,
CH, + ATD CH,
CH2 CHZ

| [JIyTaMUHCUHTETAa3a |
CHNH, CHNH,
COOH - A1®, H;PO, COOH
[JIYTaMUHOBAs KUCIIOTa [JIyTaMUH

AcnaparHH U IIyTaMHWH IMOCTYIAIOT B IMCYCHDb, I'IC NPCBPAITAOTCA COOTBETCTBCHHO B acClla-
ParuHOBYIO U TIYTaAMUHOBYIO KHCJIOTHI C BBICBOGO)K,Z[GHI/IGM aMMUakKa, KOTOpBIﬁ HCIOJIB3YCTCA IJIA

60



O6unocuHTe3a MOUeBUHBI. JKMBOTHBIE, Y KOTOPBIX KOHEYHBIM MPOJAYKTOM KaTabosan3Ma OelKoB sBIIS-
€TCsl MOYEBUHA, HAa3bIBAIOTCA YPEOMeNUdecKuMu.

OO0pa3zoBaHue MOYeBHHBI — OCHOBHOI NYTh 00e3Bpe:KMBAaHUSI aMMHMaKa B OpraHu3Me
KHBOTHBIX.

IlocnenoBaTenpHOCTh PEAKIMI 3TOrO IMPOLEcca, HA3bIBAEMOI0 TAK)KE€ OPHUTHMHOBBIM IIMK-
nom, chopmynupoBaiu B 1932 roxy I'.Kpebe u K.I'enzensiir.

Ha nmepBoM stane storo mukina ammuak smecre ¢ CO,, 00pa3yromuMcsi B MUTOXOHJPUSAX B
IIpoLecce AbIXaHMsl, UCIOJIb3YETCs Ul cuHTe3a kapOamoniadocdara. Ota ATD-3aBucHMas peak-
U KaTaIM3upyeTcs Kkapoamoungocpamcunmemasoii. Jlanee kapéamomiocdar nepesaer cBoro
KapOaMOMJIbHYIO TPYIIITY Ha OPHUTHH ¢ 00pa30BaHHEeM HUTPYJJIMHA. Peakiys nporekaeT npu yva-
ctuu (hepMeHTa opHumunkapéamounmpancegepasvl. BrllieykazaHHbIE pPEaKIUH MPOUCXOAAT B
MUTOXOHJAPUAIILHOM MaTrpHKce. B oTiMume oT HMX MOCIEAYyIOLUE TPU PEAKIUH OPHUTHUHOBOIO
[IUKJIA, TIPUBOJISAIINE B KOHEUHOM MTOTe K 00pa30BaHMIO MOYEBHHBI, MPOTEKAIOT B uTO30I€. L{NT-
PYJUIMH BCTYIIAET B PEAaKLMIO KOHIEHcauuu ¢ L-acnaparnHoBOM KUCIOTOU. B pesynbrare peakuuy,
KaTajau3upyemMoil apeununocykyunamcunmemasou B npucyrctsun ATD, oOpa3yercss apruHuHO-
SIHTApHAsl KUCJI0TA, KOTOPasl Ha CIEAYIOIIEM J3Tale IMOJ JEHCTBUEM APZUHUHOCYKUUHAMIAUA3b
paciuenisercs Ha (pymMapoBy0 KHCJI0TYy U apruHuH. @ymapoBasi KUCI0Ta MOKET BOBJIEKATHCS B
LTK, cBa3biBas TakuM oOpa3om opHUTHMHOBBIN 1ukn U L{TK (puc. 19). Aprunun nonasepraercs
JCUCTBUIO ap2uHA3bl, B PE3YIbTaTe YEro 00pa3yroTcs MOYeBMHA U OPHUTHH. MoYeBHHA BBIICTS-
eTcs U3 opraHusma B cocrtaBe Moud. OpHUTHH MOKET CHOBA BKIIIOYATHCS B HOBBIM IIMKII 00€3Bpe-
KUBaHUS aMMHaKa.

CH,NH, NH, COOH
NH, | | |
/ (CH»), C=0 HN -C-H
NH; + CO, + HHO+2ATd —— 5 C=0  + — | —
-2 AI®, H;PO, \ CHNH, - H;PO, NH + CH,
0 ~ PO3H, | | |
kapbamomndocpar  COOH (CHy); COOH
OPHUTHH | L -acnaparuHoBast
(|IHNH2 KHCJI0Ta
COOH
UTPYJUTHH
NH, COOH COOH NH,
+ATD | | |
—— C=N-C-H —— C-H C =NH
_AM®, H,P0; | | | +
o T T
(CH,); COOH COOH (CH,)3
| ¢dbymapoBas |
?HNHz KHCJI0Ta (|IHNH2
COOH COOH
ApPrUHUHOSIHTAPHAS KUCIIOTA AprUHUH

(apruHUHOCYKLIUHAT)
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NH2 NH2

| | NH,
(CHy)s (CH,); |
+H,0 | + C=0
CH-NH, — CHNH, |
| | NH,
COOH COOH
apFI/IHI/IH OpHI/ITI/IH MOYCBHUHA

> MouyeBuHa

/
ApruHuHo-
Okcano- et
auerart
|Acnaprart (';%DC?;;OMH-
"
a-KIr

Puc. 19. BzanmocBs3b opautnHOBOro nukia ¢ LTK.

OpauH 13 aTOMOB a30Ta MOUYEBHHBI IPOUCXOIUT U3 aMMHAaKa, IPYroi — U3 aclaparnHOBOM KUCIIOTHI,
yraepoauslii aToM — U3 CO,. [lepeHOCUMKOM 3THUX aTOMOB YIJIEpOJa U a30Ta CIyKUT OPHUTHH.
CTGXI/IOMeTpI/IH nmponecca CMHTEC3a MOYCBUHBI CIICAYIOIIAA:
CO; + NH; + 3 AT® + acnaparunosas kucjaora + 2 HO ——— modeBuna + 2 AJ1® + 2
H3;POs + AM® + HsP,07 + pymaposas kucjaora

[Tupodocdar ObICTPO THIPOIU3YETCS, U TAaKUM 00pa3oM, JUIsl CHHTE3a OJHON MOJICKYIIbI
MOYEBUHBI UCTIONB3YIOTCS 4 BBICOKOAHEpreTnieckue GpochaTHbIe CBSI3H.

W3 Bcero a3ora MOuUM Ha JIOJIIO a30Ta MOYEBUHBI y KUBOTHBIX npuxoautca oT 80 1o 90 %
(ipu U30BITOYHOM OEJIKOBOM KOPMJICHHH JIOJISl a30Ta MOYEBHHBI BO3PACTALT, a IPU HEIOCTaTOUYHOM
WA HETIOJHOIICHHOM OeTKOBOM KOPMJICHUH 3Ta BeJTMUMHA CHIKaeTcs 10 56 — 60 %).

. OCOBEHHOCTHU OBMEHA OTAEJIBHBIX AMUHOKHUCJIOT

(@)
/1

I'mauma CH,-C-OH

NH,

3aMeHuMas aMUHOKHCIO0TA. Vlcnosb3yeTcst B OpraHu3Me KUBOTHBIX Ul CHHTE3a OEIKOB,
TJIyTaTHOHA, TyPUHOBBIX OCHOBAHUH, MOP(UPHHOB, TIIIOKO3bI U TIUKOTEHA, CepUHA, KpeaTuHa,
TUIIITYPOBOM U TJIMKOXOJIEBOM KUCIIOT.

(0]
/"

Oo-ajJaHMH CH;-CH-C-OH

NH,

3amMeHnMas aMUHOKHCIIOTA. anCTByeT B CUHTC3C 6€JIKOB, T'JIFOKO3bI U I''TMKOT'CHA.
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(@)
1

Cepun CH,-CH-C-OH

OH NH,

3aMeHnMas aMHHOKHCIIOTA. HCHOJ’ILByCTCH JJIs1 CUHTEC3a 6€J'IKOB, TJIMIHA, I''TFOKO3bI U T'JIN-

KOTeHa, dTaHoJIaMuHa, pochaTuaos.
O
I

Iucrenn CH,-CH-C-OH

SH NH,

3aMeHuMasi aMUHOKHCIIOTA. YYacTBYeT B CHHTE3€ OEJKOB, INIyTaTHOHA, TIFOKO3bI U TJIMKO-
reHa, TaypuHa, aMUHOATAHTHOJA, KOepMEHTa aIINpPOBaHus (KOSH3UMA A).

(0]
1

MeTHOHHH CH,-CH,-CH-C-OH

S - CH3 NH,

HezameHnMass aMUHOKUCIIOTA. BXOAUT B cOCTaB OENKOB, YUaCTBYET B CHHTE3€ TIIFOKO3bI U
[JIMKOT€HA, LIMCTENHA, aIpEHAJIMHA, XOJIMHA, KpeaTHHa.

(0]
/"

Tpeonnn CH;-CH-CH-C-OH

OH NH,
Hezamennmas amunokucnora. Mcrnonb3yercs B opranu3Me )XUBOTHBIX JJIsI CHHTE3a O€JKOB,

TJIOKO3bI U TTIMKOI€HA, IIMIUHA.
0O
1

Baaun CH; -CH-CH-C - OH

CH; NH,
He3amennmass aMHHOKHUCIIOTA. Y4YacTBYeT B CHHTE3€ OEIIKOB, IIFOKO3bI M TNIHKOTeHA.

(0]
/"

Jleiinun CH;-CH,-CH- CH-C-OH
CH; NH,
HezameHnMass aMUHOKHUCIIOTA. YYacTBYET B CHHTE3€ OCIKOB M KETOHOBBIX TETI.

O
//
N3oaeiitumn CH; -CH,-CH- CH-C-OH
CH; NH,
HeBaMeHI/IMaH AMHWHOKHUCJIIOTA. anCTByeT B CHUHTEC3C 6€JIKOB, TJIFOKO3bI, I'NIMKOT'€HAa U KETO-

HOBBIX TCII.
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JIm3un CH, - (CH,); - CH- COOH
| |

NH, NH,

Hezamennmas amuHokucioTa. Mcmonb3yeTcs Asi CHHTe3a OEIKOB, TIIOKO3bI, TITHKOTeHa,
KETOHOBBIX TEII.

AcnaparuHoBasi kucjaora HOOC - CH - CH, - COOH

NH,

3amMeHMMas aMHHOKHCIIOTAa. BXOIUT B cocTaB OenkoB. YUacTBYeT B CHHTE3€ TJIFOKO3BI U
[JIMKOT€HA, MUPUMHUIMHOBBIX OCHOBAHUK HYKJIIEMHOBBIX KHCIIOT, PEAKLUHSAX TPAHCAMHUHUPOBAHUS,
HEUTpAIM3alMi aMMHaKa.

(0]
/"

Acnaparun HOOC - CH-CH, -C - NH,

NH,

3aMeHMMasi aMUHOKHUCIIOTA. YYaCcTBYET B CHHTE3€ OCIIKOB, TITFOKO3bI, TIIMKOTCHA, HEUTpau-
3aIMi aMMHaKa.

I'nmyramuHoBas kucjaora HOOC - CH - CH, - CH, - COOH

NH,

3amMeHnMas aMUHOKMCJIIOTA. BXO,Z[I/IT B COCTaB 6€JIKOB, rJIyTaTuoHa. y‘laCTByeT B CHHTC3C
TJIFOKO3bI U TJIMKOT'CHA, PCAKIUAX TPAHCAMUHHUPOBAHUSA, OKUCIIUTCIIBHOTO AC3aMHUHUPOBAaHN, HEeW-
TpaJIUu3allul aMMHAKa.

O
/!
I'nyramun  HOOC - CH-CH, - CH, - C- NH,

NH,

3amMeHnMas aMHHOKHCIIOTA. anCTByeT B CUHTC3C 6€JIKOB, TJIFOKO3BbI, INIMKOI'CHA, ITYPHUHO-
BBIX OCHOBAHUM HYKJICUHOBBIX KUCJIOT, HeﬁTpaHHBaHHH aMMMaKa.

ApruauH  HOOC — CH - CH, - CH, - CH, -NH-C=NH
| |

NH, NH,

3aMeHuMast aMUHOKHCIIOTa. YUacTBYeT B CUHTE3€ O€JIKOB, TIIIOKO3bI, TIHKoreHa. [Ipomexy-
TOYHBIA METa0OJIUT OPHUTUHOBOTO IMKJIa CHHTE3a MOYECBHHBI.
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®ennaanuH. Hezamenumas aMHUHOKHCIIOTA, UCIOJBL3YEeTCs B OpraHU3MeE Ul CUHTE3a
0€eJKOB, TJTIOKO3BI U TNIMKOTeHa, KeTOHOBBIX Tell. W3 (enmnanannna nox aeicTBueM (peHuIamaHH-
THJIPOKCHIIa3bl 00pa3yercss TUPO3uH. OH UCMONB3YeTCs s TeX MPOLECCOB, YTO U (heHHUIIATAHUH.
Kpome TOro, ydactByer B 00pa3oBaHHMH FOPMOHOB IIMTOBHIHOW KeN€3bl, MO3TOBOTO CIIOSI HAIIO-
YEYHHKOB, MUTMEHTA MEJIaHUHA, HelipoMeauaTopa 1o(paMuHa.

+0, OH +0, OH
TETPArHAPOOUONTEPHE TeTparuapodHonTepus . OH
OeRMIATAURTIPOKCHTA3A Tuposurruapoxcinasa -
0
__ou—c? 0 0
HO-OH e no-o e ne-one
NH, " ,
CHUTIATAHIH
b THO3HH TMOKCH(EHITATAHIH
OH +0, OH
OH OH OH
lo ackopOHHOBAs KHCIOTA OH  S-aZIcHOHIMETHOHHH -
I[OCDA-ﬂeKapﬁchmag: JOQaMHHTIIDOKCHIA3 Merunrparcdepasa
.C02 HQC—(‘;HQ HQC"(‘;H _OH HQC_(‘;H_OH
NH, NH, NH
J10®amun HOpApeHAUH
CHs

a[IpCHAINH

Tpuntodan. HezameHnMasi aMUHOKUCIIOTa. YYacTBYeT B CHHTE3€ OEJIKOB, TJIFOKO3bI U TJIH-
KOreHa, KeToHOBBIX Ten, HAJI, cepoToHuHa.

+02

o
HAIOHH") HO. CH, — -
CH, —CH —COOH > 2 —CH —COOH g
‘ TPHITOQAHTHIPOKCHIA3A ‘ S-THapoKcHTPUITOQaHIeKApOOKCITA3
N NH, HALD N NH, €0,
i 0
TpHITOhaH 5-THPOKCHTPHIITOaH

HO
\<>\TCH2 —CH,
N NH,

CEPOTOHHH
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I'uctuaun. 3amMeHrMass aMUHOKHCIIOTA. Vcmonp3yeTcss B opraHu3Me JUisi CHHTe3a OeNKOB,
TJIIOKO3BI U TVIMKOr€Ha, TUCTaMUHA.

ﬁ———:IrCHQ*?H—COGH N' | CHQ‘?HQ

I\ N NHa S} L N j NH;
H €0, H

McTHauH MucTamuH

IIpoauH. 3aMeHrMasi aMUHOKHUCIIOTA. YYacTBYET B CHHTE3€ OETIKOB, IIFOKO3bI U TITUKOTEHA.

COOH

Iz

. BUOCHHTE3 BEJIKA

benku B opraHu3Me HaxoJATCS B JIMHAMUYECKOM COCTOSIHMM, TMOJBEPrasich MOCTOSHHBIM
mpoleccaM CHHTe3a U pacnaja. B xoje ®U3HeAeATeIbHOCTH OSJIKU TIOCTETIEHHO «U3HAIIMBAIOTCS»
— pa3pylIaroTcs UX YETBEPTUYHAs, TPETUYHAs, BTOPUYHAS U NEPBUYHASL CTPYKTYpbl, HNHAKTUBUPY-
10TCSl (DYHKIIMOHAIBHBIE TPYIIIBI, pa3pyIIaloTCs CBSA3U B OENIKOBOI MoJiekyse. Bo3nukaer HeoOxo-
JIUMOCTH B 3aMEHE «HM3HOLICHHBIX» OEITKOB HOBBIMU.

B 3aBucHMMOCTH OT CTeneHH MOBPEXKIACHUS OCIKOBON MOJIEKYJIbI IIPOUCXOIUT €€ YaCTHYHOE
WIN TI0JIHOE OOHOBJIEHKE. B mepBoM cityyae MoJ BAMSIHUEM CIIEIHMATIbHBIX (PepMEHTOB OOHOBISIOT-
csi HeOOJbIINE YYACTKU TOJHUMENTHAHBIX LeNel WU OTAEIbHbIE aMUHOKHCIOTHBIE OCTaTKu. Bo
BTOPOM CIIydae MPOUCXOAMUT TOJHAs 3aMEHA «HU3HOLIECHHON» MOJIEKY/bl Oenka HOBOM. benku pac-
MAJAI0TCs O] IEHCTBUEM TKAHEBBIX IPOTEA3 (KATETICUHOB), IOKAIM30BAHHBIX B TU30COMAX.

benku opranusma B 11e10M 0OHOBIIsIIOTCA B TeueHue 135 — 155 nneit. CkopocTs OOHOBICHUS
OENTKOB pa3NUYHBIX OPraHOB M TKaHEH HeoJWHaKoBa. belku medeHu, MOJKEITYyIOYHON >KEee3bl,
IJ1a3Mbl KPOBH, CTEHKH KHUIIEYHUKA OOHOBISIOTCS B TeueHue 10 mHe, mpimi — 30, koiiareHa —
300. CunTe3 MoJIeKy bl OeKa B KJIeTKe IpoTekaer 3a 2 — 5 c.

BesiokcuHTe3UpYIOIIAs CHCTEMA BKJIOYAET CJeAYIole KOMIOHEHTHI:
1. TIpoTeMHOTreHHBIE AaMUHOKHUCIIOTHI.
2. ®epments amuHoanua-1-PHK-cuaTeTa3pr. OHU 001a1a10T CICMUPUIHOCTHIO K OTPEAeTICHHOM
amuHokucnote u T-PHK.
3. 1-PHK (ux momxHuo ObiTh He MeHee 20). OHM Takke 0071a1al0T JBOMHON cielMPUIHOCTHIO (K
OTIpE/IeTIEHHOM aMHUHOKHUCIIOTE U K OIIpeeIeHHOMY (DEpPMEHTY).
4. u-PHK.
5. PuGocombl. OHM MO XMMHUYECKOH MPUPOJAE MPEACTABISAIOT CO00M PUOOHYKICOMPOTEHHBI, CO-
crosmue u3 PHK (50 — 65 %) u 6eaxos (35 — 50 %).
6. ATOuIlTO.
7. BenkoBble (GaKTOPBI, Psil U3 KOTOPBIX 00J1a1aeT PepMEHTaTUBHONW aKTUBHOCTBIO.
8. Mousr K u Mg™*,

ITporiecc o6pa3oBaHusi OENKOB B OPraHU3ME OCYIIECTBIISIETCS MO MPUHIMIYY MAaTPUYHOTO
CHUHTE3a C YYaCTUEM HYKIIEUHOBBIX KUCIIOT.

B coBpemeHHON MaTpUYHON WM aJalTOPHOM Teopuum OMOCHHTE3a OeiKa pa3udaroT cie-
JYIOIIME 3TAIbl — TPAHCKPHUIIIHMIO, PEKOTHUIMIO U TPAHCJIALUIO.
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B xone Tpanckpunumu (OT JaT. transcriptio - nepenucsiBanue) Ha JIHK-marpune ocyie-
crBisierca cuHte3 PHK (B T.u. u-PHK) no npunnuny kommnementapHoctu. [IByxunenounas JHK
pacKpyuuBaeTcs Ha ONpE/IeIeHHOM y4yacTke u npu ydactuu pepmenta PHK-nmonmumepassl HaunHa-
erca cunte3 U-PHK. lns ee cunTesa ucnonb3ytorest pubonykieosunrpupocdarst — ATO, I'TD,
OT® u YTO.

Pexornumus (0T at. recognition — y3HaBaHUE) — CTausl HOATOTOBKM AaMMHOKHCIIOT K IIPO-
LIECCY TPAHCIISALUH.

OOpa3oBaHue MENTUAHOW CBSI3U MEXAY aMHHOTPYIION OJHOW aMHHOKHCIOTHI U KapOOK-
YWJIBHOM I'PYyNIION JpYyroil aMUHOKHUCIIOTH TEPMOJUHAMHUYECKH HEBBITOJHO. DTOT TEPMOJAUHAMHUYE-
CKHil Oapbep MpeoosIeBaeTCs IyTeM AaKTHBAllMM KapOOKCHIIBHOW TPYINBI aMHHOKHUCIIOT-
MPEIIECTBEHHUKOB. AKTUBHPOBAHHBIMU IMPOMEXKYTOUHBIMH HPIyKTaMH CHHTE3a OeiKa CIIyXatr
3(pHpBl AMUHOKHCIIOT, B KOTOPBIX KapOOKCUJIbHAS I'PYIIIIa aMUHOKHCIIOTHI CBSI3aHa C 2w 3'-OH
rpynmnoit pubo3Horo ocratka Ha 3 '-koHIe T-PHK. DToT akTMBHMpOBaHHBII MPOMEXKYTOUHBIH MPO-
IyKT Ha3biBaeTcs amuHoanmi-T-PHK.

[Ipucoeaunenue amuHokuciotel K T-PHK mMeer 3HaueHue He TOIBKO MOTOMY, YTO IpU
3TOM aKTHBHUPYETCs €€ KapOOKCHIIbHAS TPYNIa U OHAa MOXET 00pa30BaTh MENTUAHYIO CBA3b, HO U
MIOTOMY, YTO aMHHOKHCJIOTBI CaMu 10 cebe He CrocoOHbI y3HaBaTh Koj0HbI U-PHK. AmuHOKHKCIO-
THI TIepeHocarcst Kk pudbocomam crerduueckumu T-PHK, kotopsie u y3natot xononsl u-PHK. Ta-
KM 00pa3om, 3Ti T-PHK BBIOJHAIOT poJib aIlalTOPHBIX MOJIEKYIL.

AKTHBalMsl aMHHOKHCIIOT M MX rocienyoomee npucoequHenne k T-PHK karanusupyercs
cnernuduaeckumu amuHOAII-T-PHK-cunTeTa3amu.

O O
// AT®, t-PHK //
R-CH -C-OH R-CH -C- 1-PHK
| amuHoanmwi-T-PHK-cuHaTEeTa3a |
NH, AM®, H,P,04 NH,
AMHMHOKHCIIO0Ta

amuHoammi-T-PHK

DTOT mpouecc NpoTeKaeT Yepe3 CTaauio oO0pazoBaHud aMHHOAUWI-AM® (amuHOAIMIIAE-
HUJIATA).

Awmunoanun-1-PHK nanee mocrymaer Ha puOoCOMBI, Iie MPOUCXOJUT MPOLIECC TPAHCJISA-
uuu (0T Jat. translatio — nepenecenue), Bkioyaromuid 3 craauu (puc.20) — unuyuayuro (Hadaao
CUHTE3a MOJUNENTUIHON LeTH), 210H2ayuto (YITUHEHNE) U mepmuHayuto (OKOHYaHUE CUHTE3a).

[Tporiecc MHMUMALMM HAYMHACTCS C ACCOLMAIMM MaJloi cyObequHULbl prudocomsl, u-PHK
u metnoHMWI-T-PHK. O6pa3zoBanuio 3T0ro KOMIuiekca crocoocTBYIOT OeKOBbIE (PAaKTOPbI MHULIUA-
uuu U ['TO B npUcyrCTBUM HOHOB Mg2+. Ha cienyroniem srare MHULIMUPYIOIIAN KOMIUIEKC B3au-
MOJICHCTBYET ¢ 0OJBIION cyObenuHHIIeH puOOCOMBI M 00pa3yeTcsi PYHKIMOHATIHLHO aKTUBHAS pH-
6ocoma. DTOT mporiecc compoBokaaeTcs ruaponzom ['TO.

Metnonun-1-PHK cBsa3ana antukononom 1-PHK ¢ nannuumpyromum kogonom u-PHK AV
U 3aHMMaeT Ha pubocome P-ydyacTtok (menTuauiabHBIN). A-y4acTOK (aMHHOAIMIIBHBINA) OCTaeTcs
CBOOOHBIM.

Kaxxnpiit ks 3;10oHranmu Bitovaer 3 sramna: 1) cszsiBanue amuHoauwi-T-PHK (y3naBa-
HUE KOJI0OHA); 2) 00pa3oBaHUe NENTHIHOM CBSI3U; 3) TPAHCIOKAIIHSL.

Iuki snoHranuy HauMHAETCA ¢ BBeAeHU HOBoM amuHoanuia-T-PHK (B 3aBucuMocTH oT KO-
nona u-PHK) B cBoOoaHbIN A-ydacTok pudocomsl. Kommuiemenrapuas amunoanmi-t-PHK nocras-
nsiercss B A-y4acToK OelIKoM, KOTOpBIM HaszbIBaeTcs (hakropom sioHranuu. Koraa aMuHOanmi-T-
PHK 3anumaer Ha pubocome npaBmIIbHOE TOJI0XKEHUE, TPOUCX0AUT ruaponu3 I T.

OO6pa3oBaHue MENTUIHON CBS3H MPOUCXOAUT CIEAYIOMMUM 00pa3oM. MeTHOHUH (a B moce-
yIOIIeM AWMNENTHM, TPUIIENTH, TeTpanentu] u T. 1a.) nepeHocutcs ¢ T-PHK, 3anumaromieit P-
y4acTOK Ha aMUHOKHUCIIOTY, cBsi3aHHYI0 ¢ T-PHK, Haxopsmelica B A-ydactke. DTOT npolecc Kara-
Tu3upyeT GepMeHT MenTuAuaTpaHcdepasa, BXOAIIMUNA B cOCTaB OO0JIBIION CyOBeANHUIBI pOOCO-
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Mel. [locnie oOpa3oBanus nenTuIHON B3 HeHarpyxeHHas T-PHK 3anumaer P-yuactok, a nunen-
tual-T-PHK (tpunentuann-1-PHK, terpanentumun-t-PHK u 1.1.) 3aHnMaeT A-ydacTok.

P Amunoaumn-TPHK M
5'-KoHey Y PHK
Hi
AKf,
I B
PIAl / HHALMMpYIOLLmia
By I KOMRNEKC
5'-koney, ”
WPHK
5'-Kone LI 11l
|1
\\_—_/ WPHK v

OBpasoBanue nenTuaHoit
CBA3IM

111 WPHK

MNepemelienne puGocomst
MNoeTopenue npouecea

LLI WPHK

Puc. 20. Cxema cuntesa Oenka.

Crnenyromuii 3tan UKia 3JOHTAUN — MPAHCAOKAYUA. 30ECh IPOUCXOIAT 3 MEPEMEILIECHNUS:
HeHarpyxeHHass T-PHK noxupaer P-yuactox, nmetummn-t-PHK nepexomut m3 A-ydactka B P-
yuactok u u-PHK nepemeraercss B1ons pubocomMbl Ha OJMH KOJOH. B pe3ynbrare B 0CBOOOXK1EH-
HOM A-ydacTke nossisiercss HoBbli kKoJI0H U-PHK. Bo BpeMst TpaHciiokanuy npoucxoauT ruapoIin3
I'T®.

Curnasiom Juis 3aBEpIIEHUS] CUHTE3a MOJIMIIENTUAHON 1NN Ha CTaAUY TePMHMHALMH SIBJIS-
I0TCs TepMUHHpYIolue KoJA0Hb YAA, YAI', YI'A. DTH KOJOHBI Y3HAIOTCS CHEIUAIBHBIM OEIKO-
BbIM (pakTopoM TepMuHanuu. OH B3aUMOJECUTBYET ¢ pUOOCOMON U MHAYLUPYET TUAPOIIU3 CIOKHO-
s¢upHoii cs3u Mexay T-PHK u nmonunentunom. T-PHK u monunentuaHas mens nokuaawoT puodo-
COMY, KOTOpasi JUCCOLIMUPYET HAa MATYIO U OOJIBIIYIO CYObEIMHULIBI M TOTOBUTCS K CHHTE3Y HOBOH
MOJIMNEeNTUAHON 1enu. J(P(HEeKTUBHOCTH MpOLEecca TPAHCISAIUH MOBBIIIAETCS, KOTJa 0/1HA MOJIEKY-
na u-PHK tpancnaupyercs OonbuinmM koiamuecTBoM pubocom. OOpa3zyronuecs mpu 3T0M CTPYKTYpBI
ITOJTY4YWJIM HA3BAHUE ITOJTUCOM.

MHorue nmonunenTHisl, oopasyromuecs npu Tpancniauuu u-PHK — eme He okoHUaTenbHbIe
npoAyKThl. OHM MOTYT OBITH BIIOCIIEACTBUU MOAU(PHUIMPOBAHBI PA3INYHBIMH CIIOCOOAMH.

1. Ilox nelicTBHEM aMMHOIIENTHAA3BI MOYKET IPOU30MTH OTILEIJIEHUE OTHOTO MM HECKOJIb-
kuX N-KOHLEBBIX 0CTaTKOB. KOHIIEBOI METHOHMH MHOTJA OTLIEIUISIETCS B TO BPEMs, KOTJla CUHTE3
OCTAJIbHOY MOJIMIIENITUAHON LENH e1e IIPOJOJDKAETCH.

2. Ilpu OKHCICHUH ABYX CYNb(PrUAPHIBHBIX TPYIIT 00pa3yloTCcs TUCYIb(GHIHBIE CBA3H.

3. BokoBbIe 11enH HEKOTOPBIX AMUHOKHUCIOT MOTYT OBITH CHEIU(PHUECKH MOIUPHUIIIPOBAHBI.
HampuMep, HEKOTOpBIE OCTAaTKU MPOJIMHA U JIM3MHA B IIPOKOJIIAT€HE TMIPOKCUIUPYIOTCA. [mko-
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MIPOTEHHBI 00PA3YIOTCS IYTEM NMPUCOSAMHEHUS YIIIEBOJAHOTO KOMIIOHEHTA K OOKOBBIM IIETIIM aclia-
paruHa, cepuHa u TpeoHuHa. Hekotopsie Oenku dochopunmpyrorces. K npocteiM 6enkam mpucoe-
TUHSAIOTCS IPOCTETUYECKUE TPYIIIIHI.

4. TlonumenTHIHBIE LIEMM MOTYT IMOJABEpraThcs crenupuueckomMy paciiernsenuto. Hanpu-
Mep, IpU IMPEBPALICHUN POKOJUIareHa B KOJUIAreH U MPOUHCYIINHA B MHCYJIUH.

Takum o00pa3oM, MOCTPAHCASAIMOHHbIE PeaKkUUH of0ecneYnBaAOT (YHKIHMOHAJILHYIO
AKTHBHOCTH 00pa3ylomuxcs 0eJ1K0B.

buocunre3 Oenka MOXKET MPOUCXOIUTh U B MHUTOXOHJPUSAX, T€ UMEETCS MOJIHAs CUCTeMa
nepeHoca renerndeckoit uudopmaruu ot JJHK k 6enky. Pasmep IHK muroxonnpuii He mo3Bossiet
UM KOJMPOBATH CHHTE3 BCEX HEOOXOUMBIX 3THM OpraHeiuiaM OellKOB, TIOITOMY YacTh U3 HUX CHUH-
Te3UpyeTcs Ha pubOCOMax ¢ MOCIEAYIOIIMM BCTpPauBaHUEM BHYTPh MUTOXOHIPUH.

. OBMEH CJIO’)KHBIX BEJIKOB

XpoMONpoOTenHbI — 3TO CIOXKHbIE OCJKH, MPOCTETUYECKON TPYIION KOTOPBIX SIBJISETCS OK-
pameHHbIii KoMroHeHT. HanGosee pacnpocTpaHeHHOH Tpynmoi XpOMOIPOTEHHOB SIBISIOTCS Te-
MONPOTEUHBbI (TeMOrI00MH, MHOTJIOONH, IMOXPOMBI, KaTajasa, epoKCHa3a).

OHu MOTyT OCTyNaTh B OPraHU3M KMBOTHBIX B COCTaBE KOPMOB XMBOTHOT'O IPOMCXOK/IE-
HUs (MACO-KOCTHas MyKa, KpOBsiHasi MyKa U Jip.). B kenyznke mopa AeWCTBHEM COJISHOM KHCIOTBI
OHHU TUJPOJIU3YIOTCS Ha MPOCTOM Oe0K (IMOOMH) M KpacsIlee BEIeCTBO — I'eM.

benok nopa aeWicTBUEM MEINCHHA JKENyJKa, TPUIICUHA, XUMOTPHUIICHHA, KapOOKCUIENTHAA3,
aMHHOTIENITH/Ia3 U TUNENTHIa3 KUIIEYHOTO COKa pacragaeTcs A0 CBOOOIHBIX AMUHOKHUCIIOT, KOTO-
pBI€ BCAaChIBAIOTCS B KPOBb U MOMOJIHIIOT aMUHOKUCIIOTHBIN (POH OpranusMa.

IIpocreTnyeckas rpynmna — reM O] BIUSHUEM COJIIHOM KHCIIOTBI OKUCIISIETCS B T€MaTHH,
KOTOPBIM BCACHIBAETCS B KPOBb IUIOXO M MO3TOMY BBIJENSETCSA U3 OpraHu3Ma C KajloM B HEU3MEH-
HOM BHJIC WJIM B BHJIE Pa3IMYHBIX MPOJIYKTOB, O0Pa3yIOIIUXCSA MOJA JNeHCTBUEM OaKTepHaIbHOU
(bepMeHTalMU B TOJICTOM OT/IeJIe KUIIEYHUKA U MPEJHKETyIKaX KBAUHBIX )KUBOTHBIX.

Cpennuii cpok xu3Hu 3puTporuToB coctasisier 100 — 120 nueid.

JleCTpyKIIMHM MOABEPraeTcss U COAEPIKAIIMIACS B 3pUTpoLUTax reMoraoous. [Ipomecc pacna-
7la HAYMHAETCS YK€ B COCYIUCTOM pYCIIe, a 3aBEPIIAETCS B KIETOUHBIX 3JIEMEHTaX CUCTEMBI (paro-
HUTHPYIOIINX MOHOHYKJICApOB (KYM(EPOBCKUX KIETKAX MEUCHH, CENIE3EHKH, TUCTHOLUTAX COCIH-
HUTEIBHON TKaHH, IUIa3MAaTHYECKUX KIETKaX KOCTHOro mosra). Ilocie BbIxoga reMorjioOnHa u3
CTPYKTYPBI 3pUTPOLIUTOB TAaK HA3bIBAEMBI BHEIPUTPOLMTAPHBIN reMOTIOONH CBS3BIBACTCS C rarl-
TOTJIOOMHOM IJ1a3Mbl, 00pa3ys KOMIUIEKC «[e€MOTJIOOWH — ranTorioboun». biaronaps stomy remo-
rJI00UH 33/1EpP’KUBACTCS B COCYMCTOM pyciie, He MMPOXOs Yepe3 MOYSUHbIH (QUIbTP.

B mporecce pacnaga reMoriioOnHa B KIETOUYHBIX dyeMeHTax CM® BHauane MpOUCXOIUT
pa3pbIB METHHOBOTO MOcTHKa Mexay I u Il mupposibHBIMEU sijpaMu OPGUPUHOBOTO KOJIbIA (pHC.
21) ¢ OTHOBpPEMEHHBIM OKHCJICHHEM JIBYXBAJIEHTHOTO JKeje3a B TpexBalieHTHoe. OOpasyromuiics
TakuM 00pa3oM BBICOKOMOJIEKYJISIPHBINA MUTMEHT 3€JICHOTO I[BETa BEPAOIJI00MH IIPECTaBIISET CO-
0011 KOMIUIEKC, COCOTOSIIIUI M3 TTI00MHA, pa30pBaHHONW CHCTEMBbI TOPPUPHUHOBOTO KOJIbLA U TPeX-
BaJICHTHOTO ’kefe3a. JlanpHelue npeBparieHus NpUBOIAT K MOTEpe BEPIOrNIOONHOM jKeje3a U
riio0uHa, B pe3yinbTaTe 4yero GopMUpPYyeTcsi HU3KOMOJIEKYIISPHBIH JKeTYHBIA TUTMEHT 3€JIEHOTO IIBE-
Ta — OuauBepAuH. OH NOYTH BeCh (PePMEHTATUBHBIM MyTEM BOCCTAaHABIMBACTCS B KPACHO-)KEITHIH
MUTMEHT XeJTYH — OUJIMPYOUH, SBIISIONINICS OOBIYHBIM KOMIIOHEHTOM ILIa3Mbl KPOBH.

ITpu pacnane 1 r remorno6una obpasyercs 34 mr Ounupyouna. Byayun HepacTBOpUMBIM B
BOJIE€, CBOOOTHBINA OMIMPYOHH COEAMHSCTCS C albOYMHUHOM IIa3Mbl, KOTOPBIN CIY)KHT OCHOBHBIM
€ro TPaHCIOPTEPOM B IIIa3Me KPOBHU (B (PU3UOJOTUYECKUX yCIOBUAX | I anpOymuHa cBsA3bIBaeT 17
MT OmInpyOuHa).

Kommuieke “anbOymMuH — OMinpyOuH”, TOCTaBICHHBINA C TOKOM KPOBHU B II€U€Hb, HA MOBEPX -
HOCTH TIJIa3MaTHYECKOW MeMOpaHbl remaronura nojsepraercs nuccouuanuu. [Ipu sTom BeIcBOOO-
KJIEHHBIH OMIMpyOuH 00pa3zyeT BpeMEHHBIN accoluaT ¢ JIMIUAAMU IJ1a3MaTH4ecKoil MeMOpaHbl 1
nepeMelraeTcs yepes Hee Oarofapsi 1esTeNbHOCTH ONPEAeTICHHBIX ()ePMEHTHBIX CHCTEM.
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Puc. 21. Cxema o0Opa3zoBanust OMIIMBEpAMHA U OWIMPYOUHA.

B kietkax meuyenu nop BiusHueM ¢epMmenTa Y ID-rmokypoHUITpaHcdepasbl, OCYIIeCTB-
JSIOIIEH MEePeHOC aKTHBHBIX (POPM MOJIEKYIbI TIIOKYPOHOBOM KUCIOTHI (YpUIHUHIU(POCPOTIIIOKY-
POHOBOM KHCIIOTBI) HAa CBOOOIHBIN OMIIMPYOUH, B pe3yIbTaTe 4ero 00paszyroTcs OMIupyOrHIUTIIIO-
kypouuasl (75-80 %) u OunupyOuHMOHOTTIOKYPOHUAB! (25-30 %). DTOT mpoliecc Ha3bIBacTCA
KoHbloramued. CBs3aHHBIA (KOHBIOTHPOBAHHBIN) OMIMPYOHH JOCTATOYHO XOPOILIO PACTBOPUM B
BOJI€, HO JIMILIEH CIIOCOOHOCTH MEepeMeNIaThbCs Yepe3 JIUMUAHBIN cloi MeMOpaHbl. 3a CUeT CBS3bIBa-
HUS OMupyOMHA C TJIIOKYPOHOBOM KHMCJIOTOW MpHUCYyIasi CBOOOAHOMY OMIMPYOUHY TOKCUYHOCTH B
3HAYUTENBHON Mepe Tepsiercs. JIubp He3HauUuTeIbHast YacTh CBSI3aHHOTO OMIMPYOMHA PEIKCKPETH-
pyeTcsi B KpOBB, TJIe COCTABISIET He Oosee 25 % oT 001Iero KoandecTa ounmupyonHa.

bunnpyOuHrIIOKypoHuIb! Onarogapsi pepMEeHTHBIM cUCTEMaM MEMOpaH aKTUBHO IepeMe-
IAl0TCS Yepe3 HUX (MPOTHUB TPaJMeHTa KOHIICHTPAIlMH) B JKEITYHBIC XOJIbI, BBIJICISSACH BMECTE C
KE4Ybl0 B MPOCBET KHUILIEYHUKA. B HeMm moj aeiicTBueM (pepMEHTOB, MPOAYILHMPYEMBIX KUIICUYHOU
MUKPOGDIOPOH, TPOUCXOIUT Pa3phiB TIIIOKYPOHUTHOU CBSI3U. BHICBOOOXK IEHHBIN CBOOOIHBIN OHUITH-
pyOMH dYepe3 psia peakiuil mpeBpamiaeTcs B ypoOHIUHOreH. B HOpMe ompenerneHHas ero 4acTb,
BCACBIBAsCh B TOHKOM KHILIIEYHHUKE M B BEPXHEM OTJEJIE TOJICTOTO, Yepe3 CHCTEMY BOPOTHOM BEHBI
MOTIaJaeT B ME€YEHb, I/I€ MPAKTUYECKH MOJTHOCTBIO pa3pymaeTcs (IIyTeM OKUCIEHUS ), PEeBpaliasch
B JIUIUPPOJIbHBIE COSAUHEHUSL.

YpoOuIMHOTEH pU 3TOM B OOLIHI KPOBOTOK HE MOCTYyIaeT. YacTb ero BMeCTe C MpoIyKTa-
MU pa3pylIeHUs] BHOBb HAIPABJISIETCS B MPOCBET KUILIEYHUKA.

OcHoBHas Macca YpOOMJIMHOTE€HA HAINPaBIIETCS] U3 TOHKOTO KHUIIEYHHMKA B TOJICTBHIH, TIie
MO/ BIMSIHUEM aHa’pOOHON MHUKPOQIIOpPHI MPEBpAIIACTCS B CTEPKOOHINHOreH. OH MOYTH TOJIHO-
CTBIO BBLACISIETCS C KaJIOM, OKUCIISISICh HA BO3JyXE B CTEPKOOMJIUH, SBISIFOIIUIACS OJHUM M3 IUT-
MEHTOB Kaja. HeGombias 4acTh CTEpKOOMIIMHOTEHA ITYTEM BCACBIBAHUSA Yepe3 CIM3UCTYIO 000JI0Y-
Ky TOJICTOTO KHUIIIEYHHKA IMOMAJaeT B CUCTEMY HIKHEH MOJIOW BEHBI, TOCTABIISIETCS C KPOBHIO B
MOYKHU U BBIACTSETCS C MOYOA.

Takum 00pazom, B MOYE 37J0POBBIX KHBOTHBIX OTCYTCTBYET YPOOHJIMHOTICH, HO B HEH co-
JEeP>KUTCS HEOOJIBIIOE KOJMYECTBO CTEPKOOMIMHOTEHA. Y HOBOPOXKIECHHBIX M3-3a CTEPUIBHOCTH
KUIIEYHUKA OMIIMPYOUH HE MPEBPALIAETCs B €ro MepeYrCICHHbIE TPOU3BOIHBIE (META00INTHI), HO
aKTHBHO BCACBIBACTCS B KPOBb, 00YCIIaBIMBAs TUIEPOMITUPYOHHEMHUIO.

70



B cbIBOpoTKEe KpOBH B HOpME Ha JIOJIO CBOOOAHOTO OumnpyOnHa mpuxoaurcst 75 %, a cBs-
3aHHBIN (KOHBIOTUPOBAHHBIN) 3aHUMaeT 25 %.

[TaTonorus ooMeHa OmimpyOuHa MPOSIBISAETCS HATUYUEM KENTYXH.

Pa3nnuaroT 3 OCHOBHBIE THUIIBI KENTYX: NAPEHXMMATO3HbIe (IICUEHOUHBIE), MeXaHHYeCKHe
(00TypallMOHHEIE) U TeMOJUTHYECKHUE.

ITapeHxuMaTO3HbIE KeJITYXH BO3HUKAIOT B pe3ynbraTe AU(PQPY3HOTO MOpaKeHUs MapEeH-
XMMBbI TICUEHHU PA3JIMYHBIMU areHTaMu (BUPYChI, OaKTepualbHble TMOPaKEHUs TEUeHH, MmapasuTap-
HOe 00CEeMEHEHHUE OpraHa, OTPaBJICHUS JUXJIOPITAHOM, YETHIPEXXJIOPUCTHIM YIIIEPOAOM, CBUHIIOM
U JIp., JTUTEIbHOE MPUMEHEHNE CUIIbHOACHCTBYIONIUX JIEKAPCTBEHHBIX BEILIECTB).

B marorenese mapeHXMMAaTO3HBIX KENTYX BEIYIIMM MOMEHTOM SIBJISICTCS HapylIeHUE 00-
MEHHBIX M TPO(PUUYECKHX MPOIECCOB B MOPAKCHHBIX T'eMaTOIUTaX. Y BEINYUBAsICh B pa3Mepax, OHH
NEepeKMMAaI0T MeJbuaiine )KeTYHbIe XOJIbl, BBI3bIBAs 3aCTOM JKETUM — TaK Ha3bIBa€MBIN MEpBHUY-
HBIA XoJectas. B pesynbTare 3aaepKUBaeTCs U BBHIBEACHUE JKETYHBIX MUTMEHTOB, HAKAIUINBAsCh,
OHHU TOJIBEpraroTcs 0OpaTHOMY BCAaChIBaHUIO B KPOBb. B KpOBHU yBeNIMUYHMBAETCs COJIEpKAHHUE CBS-
3aHHOTO OWIMPYOMHA, YTO MPHUBOJHUT K MOSBIECHHUIO €r0 B MOYe (MOYa MPHOOpETaeT TEMHYIO OKpa-
CKy C INEHOM XenTo-KopuuyHeBoro nsera). ConepxkaHue cBOOOJHOrO OMIMPYOMHA B KPOBHU TOXE
BO3pacTaeT (MOCKOJIbKY MOpaKEHHAs IeUeHOYHAs! KJIETKA He B COCTOSIHUU MPEBPATUTh BCE KOJIUYE-
CTBO JIOLIEANIETO JI0 Hee CBOOOJHOTrOo OmnupyOuHa, HO B MeHblIeH crenenn). Hanbonee TOHKUM
MPU3HAKOM TIOPaKEHHS IIEYECHHU TP TeMaTUTaX SBISETCA MOsBJICHHE YPOOMIMHOTEHA B MOoYe (TalJI.
6). Kast oGecuiBeueH Ha BBICOTE JKENTYXH (OTCYTCTBYET CTEPKOOUIIHH).

OTHOJOTHUYECKUM (AaKTOPOM MeXaHHMYECKHUX KeJATYX SBISIOTCS KaKue-TuO0 MPEersTCTBUSL
OTTOKY K€M, JIOKAIU3YIOIMeCs BHE caMoii eueHu. OOBIYHO OHU BO3HHUKAIOT HAa YPOBHE JKETUHO-
'O Iy3BIPS WM KPYITHBIX JKETUEBBIBOIAIINX MPOTOKOB. TaKUMH NPENSATCTBUAMU MOTYT OBITH KaM-
HU JKEJITYHOTO ITY3BIPS U JKETUEBBIBOAIINX MyTEH, 3T0KaUeCTBEHHbIE HOBOOOPA30BaHUS KEITUEBbI-
BOJSAIIMX MTyTeH, TMO0 OIMyXoJu OIM3IeKalUX K IEYSHH OPraHoB.

B pesyinbrare 3aKynopKy KPYITHBIX JKEJIYEBBIBOIAIIUX IIyTEH Pa3BUBACTCS TaK HA3bIBAEMBIN
BTOPUYHBINA XOJIECTa3 M, KaK CIEACTBUE, runepounupyonnemus. [Ipuuem, kak ¥ Ipu nmapeHxuma-
TO3HBIX KEJITyXaX, KOHLIEHTpaIHs OMIupyOruHa B KPOBU BO3PACTAET 3a CUET CBA3AHHOU €ro (POpPMBI.
B Moue, mpomnopuuMoHaIbHO CTENEeHHM OOTYpalMi BO3pAacTaeT YPOBEHb CBSI3aHHOTO OMIMpPYOHHA.
Kain o0ecuBeueH.

Tabnuya 6. Knunuxo-ouoxumuyeckas ouggepenyuanbHas OUaeHOCHUKA HCeTmyxX nO OAHHbIM UCCIe008AHUSA
NUSMEHMHO20 0OMeEHa.

B kposu B Moue B kane
Tun Bunmpyoun Crepko- Ypobu- Brunnpyoun Crepko- Brunnpyoun
JKEJITYXU CB00. CBs3. OWIMH M- CB00. CBs3. OuIuH CB00. CBs3.
(oren) HOTEH (oren)
Hopwma + (-) + - + - - -
IMapenxuma- T ™7 + ™7 - + + +) -
TO3HAs
O6TypauuoH- T ™7 - +) - + - - -
Has
T'emonuTHde- ™1 (+) ™ - - - ™ T -
cKast

VcinoBHbIE 0003HAYEHUS:

(-), (+) - COACPIKAHUC IMMUTMCHTA MPAKTUYICCKU HC ONPCALCIIACTCA UCIIOJIb3YyEMbIMHU MCTOAAMU
-1+ - OTCYTCTBUC WJIN HAJINYNC ITUTMCHTA
T - YBCIIMYCHHOC COACPIKAHNC

TTuTTT - PE3KO M OYC€Hb PE3KO YBCIIMUYCHHOC COACPKAHNE ITMTMCHTA
I'emonnTHueckue JKEJITYXM PAa3BHUBAIOTCA B PE3YJIbTATC YCUIICHHOT'O paciiaja SpUTpOIUTOB

C OCBOOOXKJICHHEM W3 HHUX 3HAUUTENIbHBIX KOJMYECTB IeMOrjJo0nHa. B 3aBUCMMOCTH OT MPUYMHBI
BO3HUKHOBEHUS T€MOJIMTHUECKHUE JKENTYXH MMOAPA3CIAIOTCS Ha BPOXKACHHBIE U TipuoOpeTeHHble. K
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BPOXIEHHBIM MOKHO OTHECTH T€MOJHUTHUYECKYIO JKENTyXy HOBOPOXICHHbIX. K mpuoOpereHHbIM
OTHOCST CITy4aH, CBSI3aHHBIC C OTPABJICHUSMHU FeMOJUTUYECKUMU si1aMu (KpacHasi KpOBSIHAS COJIb,
CHUHMJIbHASI KUCJIOTA U €€ COJIM, HUTPATHI U JAp.), TUO0 YKyCaMH SIIOBUTHIX )KUBOTHBIX C T€MOJIUTH-
YeCKUM JIeicTBHEM s710B. B KpoBU oTMedaeTcsi THnepOnIupyOuHeMHsi, HO B OTIIMYUE OT MEPBBIX
JBYX THUIIOB XKENTyX, OHa 00YCIIOBJIEHA IPEUMYIIIECTBEHHO CBOOOIHBIM OUIHPYOHMHOM (T.K. I€YECHb
HE yCIIeBaeT ero nepepadorats). B Moue OunmupyOouH He ompenensieTcs (CBOOOAHBIN OmnupyOuH,
CBSI3aHHBIN C aNbOYMUHOM, Yepe3 MoueuHble MeMOpaHbl He GpmibTpyeTcs). OKpacka MOYM U Kajia B
3TOM cllyyae TeMHast (BBICOKOE COJIEpyKaHHE CTEPKOOMINHA).

Jl7is cuHTEe3a MPOCTETUYCKOU TPYIIIBI 2eMONPONIEUHO8 TeMA UCTIONIB3YIOTCS TeTPparuapodo-
nuesas kucnota (TT'®K), Buramun By, Meab, jxene3o, MIUINH, aKTUBHAs YKCYCHas KUCJIOTa, aK-
THUBHAs TPOMMOHOBASL KUCJIOTA U aKTUBHAS STHTApHAsl KUCIIOTA.

HyxkJieonpoTenHbl — 3TO CIOXKHBIE OCIKH, TMPOCTETHYECKONW TPYNIONW KOTOPBIX SBISETCS
nyknenHoBas kucnora (PHK wnu IHK). Pasznugaior puboHYKI€ONPOTEHHBI U 1€30KCUPHOOHYKIIE-
onpoTenHbl. OHYM MOCTYNAOT B OPraHU3M B COCTaBE KOPMOB KMBOTHOTO IIPOUCXOXKAEHUS (MACOKO-
CTHas1, pbIOHAs MyKa) U JPONOKEH.

B xenynke OoT HyKIICOIIPOTEHHOB II0J BO3JCUCTBUEM IIEIICUHA U COJITHOM KUCJIOTHI OTLIEI-
JsieTcs yacTh Oeska, a B TOHKOM KHIISYHUKE MPU yYaCTUH TPHUIICHHA — OCTABIIHUICS OEJI0K C 0CBO-
00k /IeHMeM HYKJICMHOBOM KHCIOTHL. B nmanmpHeimem OelOK B TOHKOM KHIIEUYHUKE THIPOJIU3YETCS
70 CBOOOJHBIX aMUHOKHCIOT (MOJ JCWCTBUEM TPUIICHMHA, XUMOTPUIICHHA, KapOOKCHUIENTHIA3,
aMUHOIIENITH/IA3 U IUIIECNITUAA3).

HyxiienHOBbIE KUCIIOTBI PACIIEIUISIIOTCS B TOHKOM OT/EJNI€ KUIIEYHHUKA 0] JEHCTBUEM pU-
6onykieassl (PHK-a3b1) u nesokcupudonykieassl (JIHK-a3b1) momkeny10uHOM jKeae3bl U KUIed-
HOTO COKa. OTH (hepMEHTHI THIPOIU3YIOT HYKJICMHOBBIE KUCIOTHI IIPEUMYILIECTBEHHO O MOHOHYK-
JCOTUAOB U HEOOJBIIOTO0 KOJIWYECTBA OJIUTOHYKICOTUAOB. HyKIE€OTH Bl MOTYT THIPOJIN30BATHCS
KUIIeYHbIMU (ocaTazamu ¢ 00pa30BaHHEM HYKICO3UI0B U OPTO(HOCPOPHOI KHCIOTHI

B TkaHAX HYKII€03UJbl U MOHOHYKJIEOTH/IbI UCIIONb3YIOTCS Ul CUHTE3a HYKJIEUHOBBIX KH-
CJIOT WJIM MOTYT pacnaiaTbCs JO KOHEUHBIX MPOTYKTOB OOMEHA.

Pubo- u oezoxcupubonyxieomudst mojn aeictBueM (GEepMEeHTOB HykieoTuaas (docdaras)
KJIIETOK pachagaroTcst ¢ 00pa3oBaHUEM HYK1€031006 U OpTOPochHOPHOI KUCIOTHI IO CXEMeE:

AMO® (I'MOD, [IM®D, YM®) + HOH — aneno3uH (ryaHo3uH, UUTHAUH, ypuiuH) + H3POy

JIAMO® (nI'M®, aflIM®, TM®) + HOH — ne3okcuaieHo3uH (J€30KCUTYaHO3UH, JI€30KCH-
IUTHIMH, TAMUIUH) + H3POy

3arem moj neicTBrUeM GocoprIa3bl OT KKJIOTO HYKI1eo3udd OTIIEIUISETCS MOHOCaxapu/I B
BuJie prub030-1-docdara (umm nezokcuprbd030-1-pocdara) m 0dpazyercs COOTBETCTBYIOIIEE a30-
THCTOE OCHOBAHUE (A0eHUH, 2YAHUH, YUMO3UH, YPAYUT UTU MUMUH).

[IpeBpaiieHue ajieHMHA B MOYEBYIO KHCIIOTY OCYIIECTBIISIETCS Yepe3 CTaJuu 00pa3oBaHUS
TMIIOKCAHTHHA U KCaHTHHA. ['yaHUH IPEBPAILAETCs] B MOYEBYIO KUCIOTY HEMOCPEACTBEHHO YEPE3

KCaHTHH.

MoueBasi KHCJI0TA SABJIAETCA KOHEYHBIM MNPOAYKTOM pacmaaa NMypuHOBBIX a30THCTBIX
OCHOBAHHUM Y YeJ10BC€Ka U NITHUII.
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Kcantun
Jlajiee KCaHTUH IIPEBPAIACTCS B MOYEBYIO KUCIIOTY.
Hapymenne metabonm3Ma MOYEBO KUCIOTHI TPUBOJUT K MOArpe.

Y HEKOTOPBIX KUBOTHBIX MOYEBasi KUCJIOTA MO JCHCTBHEM (epMEHTa ypUKa3bl IpeBpalia-
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Pacnao nupumuounogslx azomucmulx 0CHOBAHUIL RPOUCXOOUM NO ClledyIouell cxeme:

NH2 OH W
4 e
)N\ ‘ +H0 - N HN HAZIOH(H")
Ll -
Iuro3unae3aMuHasza \ , Vparnpeayxrasa
Ho \N -NHj; S HAJI®D*
HO' N (o] N
Iuro3un H
EnonbHas ¢popma ypaumna VYpauun (ketonnas Gpopma)
H COOH COOH
I
i CH, LH
+H20 > éHZ +H20 o 2
Jlurunpoypaunnruaponasa | ypennonponHOHaTanponaSa' |
o H 'l\lH -NH; CH»
Jurunpoyparmn EO -CO, |
H, NH»
YPEHIONIPOIHOHOBAs KHUCIOTA aJlaHuH

Pacniaq THMMHA MPOMCXOIHT MO TAKOW ke cxeMe ¢ 00pa3oBaHUEeM [3-aMHHOM30MACJISTHOM
KHCJIOTBI.

OH W
N
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NZ ‘ CHy J\ J ° HAJ®HMHY)
TumuHpenykTaza -
HO)\N o HAJI®

EnonpHas ¢popma THMUHA

“ (OOH COOH
i Nk, CH—CHq |
+H,0 o (I)H +H,0 CH—CH,
= 2 ——
JIUruapOTUMUHT HIpOIa3a '|\lH JpeHAO300y THpATTApOTazE |
© N I "NH; CH,
EO co |
)
JUruapoTHMHUH H, NH,
YPEHI0H30MAacisiHas KUCIOTa AMHHOM30MACIIsTHasI

KHCJIOTa

buocunTe3 a30THCTBIX OCHOBAHUM

[TypuHOBBIE OCHOBaHUs, 0Opa3yIoLIHecs B MPOLEcce MepeBapuBaHU HYKJICHHOBBIX KHCIOT
B KHUIIIEYHUKE, B JaJbHEHNILIEM NIPAKTUYECKH HE UCIIOJIb3YIOTCS, I0O3TOMY MX CHHTE3 OCYLIECTBIISIET-
Csl U3 HU3KOMOJIEKYJISIPHBIX MPEIIIeCTBEHHUKOB, TPOJYKTOB 0OMEeHa yrieBo1oB U OenkoB. 13 cxe-
MBI Ha puc.22 BHJIHO, 4TO 4-i U 5-i aTOMBI yriepoaa u 7-if aToM a30Ta B IypHHOBOM sifipe oOpa3y-
10Tcs U3 rimuuHa. /[Ba aroma asora (N-3 u N-9) mpoucxoadar u3 aMuAHON TpyNIbl INIyTaMHHA,
onuH atoM a3ota (N-1) u3 acnaparuHOBOM KHCJOTHI; yraepoaHblid aToM (C-2) mpoucXoauT U3 yr-
nepona ¢popmun-TI DK.
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Fanuux
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AnMIHLE BEOT
rayTamuHa

Puc. 22. IlpoucxomxxeHre aToMOB yriepoja U a30Ta B IIypUHOBBIX OCHOBAHMSIX

HcTouHnkoM atoma yriaepoja B 8-M IOJIOKEHUU SBIISETCS N°, N'%-merenun-TI'®K, a yI-
nepon B 6 nonoxenuu - CO,,

Tupumuounosvie azomucmole OCHO8AHUS B OTIMYKE OT MyPUHOBBIX HE CUHTE3UPYIOTCS B
cBoOOTHOM BHjE. MIX cCMHTE3 MPOUCXOIUT B Mpolecce o0pa3oBanus ypuauHMoHodochara (YMD).
HcrounukoM aTtomoB st cuHTe3a Hykineotunaa sBisitotcss CO,, NHj, acnmaparunoBasi kucniora.
[IpenecTBEHHUKOM LUTHANHOBBIX HYKJIEOTHAOB siBisieTcss YM® u riiyraMuH (Kak JOHOp aMU[-
HBIX TPYII).

[Ipu OmocuHTE3e TUMHMIMHOBBIX HYyKIeoTH70B YM® mpeBpamaercs B A-YM®, a 3atem
nojBepraercs Mmetunupoanuto npu ydactun TT'OK ¢ oOpazoBanuem 1-TMO.

. KOHTPOJIBHBIE BOITPOCBHI U 3AJTAHUA 110 TEME:

«OBMEH BEJIKOB»

1. UTOo MOHUMAIOT IO/ a30TUCTHIM OanmaHcoM? Kak oH M3MHEHsETCsl B BO3PACTHOU TuHAMUKE?

2. Ot yero 3aBHCUT OMOJIOTHYECKAs TIOJTHOILICHHOCTD OenkoB? Ha3zoBuTe He3aMEeHUMBIE
AMUHOKHCJIOTBHI.

3. Kakue sH101€THAA3b] ¥ 9K30TENTHIA3bl IPUHUMAIOT YYaCcTHE B PACIICIUIEHUH OETKOB B
KEITyIOYHO-KUIIEUHOM TPAKTE OPraHn3Ma KUBOTHBIX?

4. KakoBbI 0COOCHHOCTH pacIIEIUICHUs OEIKOB Y KBAUYHBIX )KUBOTHBIX?

5. I'e mpoucxoaut ruueHne 6enkoB U 00e3BpeKMBaHUE MTPOYKTOB UX pacraja?

6. Ilepeuncnure OCHOBHBIE IIYTH UCIIOIB30BAaHUS AMUHOKHCIIOT B OPIraHU3ME KUBOTHBIX.

B xakoMm ciyqae aMHHOKHCIIOTHI MOTYT MCIIOJIb30BAThCS B KAUECTBE SHEPIETUUECKOTO
Marepuana’?

7. HazoBure npomMexyTOuHbIE IPOTYKTHI IPH PACILEIIIIEHUH IJTFOKOT€HHBIX U KETOTEHBIX aMU-
HOKUCJIOT?

8. Kakue Buabl 1e3aMUHUPOBAHUS AMUHOKHUCIIOT IPOMCXOAST B OPraHU3ME KUBOTHBIX U B UYEM
COCTOSIT UT pa3nuuus’?

9. KakoBa O6uosioruueckasi poyib TpaHCAMMHUPOBAHUS. B deM 3akitoyaeTcsi TMarHoCTU4ecKoe
3HAa4YeHUE ONpPE/IeNICHHUs aKTUBHOCTH acrapraTaMMHOTpaHc(epasbl U aTaHUHAMHUHOTPAHC-
¢bepaszpr?

10. B 4em cocTOUT 3HaUEHHE Uil OpraHu3Ma KUBOTHBIX OMOTEHHBIX aMHHOB - THCTAMHHA U Ce-
poronuHa. KakoBa poib y-amuHomacisgsHol kucnotsl (I'”AMK)?

11. YeMm 00BsICHAETCS TOKCUYHOCTh aMMuaka? [lepeunciure OCHOBHBIE ITyTH €ro 00e3BpeKHBa-
HHUSL.

12. IIpuBeauTte cxeMy peakMii OpHUTUHOBOIO LIKKJIA. KakoBO MpOHUCX0KAEHUE aTOMOB yIJle-
poJia ¥ a30Ta B MOJIEKYJIE MOUYEBHHBI?

13.  YT0 03HAYAIOT TEPMHUHBI «TPAHCKPUIIIIHS», PEKOTHUIUS», «TPAHCIALUSI» 7

14. OxapakTepu3yiTe IpOLECcChl, IPOTEKAIOLIUE B XOA€ MHULMALINY, JIOHTallud U TEPMUHALIUU
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15.

16.
17.

18.
19.
20.
21.
22.

23.

npu OuocuHTe3e OenKa.

Ha3zoBuTe OCHOBHBIE 3TAlbI B MPOLIECCE MTPEBPAILEHHS 'eMOTJIO0NHA B OPraHU3Me KUBOT-
HBIX.

I'e mpoucxoauT KOHBIOTAM OUIMPYOHHA U B UEM 3aKJII0YaeTcs ee 3HaueHue?

ITo xakuM OHOXMMHUYECKHUM MOKA3aTeIsIM KPOBH, MOYH U KaJla MOYKHO Pa3IHUUTh MEXKIY
co00# reMOJITHYECKYI0, MEXaHUYECKYIO U TICYCHOYHYIO JKEITYXH ?

IIpuBeaure cxemy pacnaga AM®, IMO®, IIM® u YM® B opranusme xUBOTHBIX? KakoBbI
KOHEYHBIE MPOAYKTHI pacnajia MypuHOBBIX U MUPUMHINHOBBIX a30TUCTHIX OCHOBAaHU ?
KakoBbI yTH UCIOJIb30BaHNUs TJIMIMHA, O-aJJaHWHA U CEpUHA B OPraHU3Me KUBOTHBIX?
VYKaxuTe MyTH UCII0Ib30BaHUS IMCTENHA U METUOHMHA B OPraHU3Me€ )KUBOTHBIX.
[TpuBeauTe BO3MOKHBIE YT UCTIOJIH30BaHUs (PeHUIIATAHMHA U TUPO3UHA B OPraHU3Me KH-
BOTHBIX.

Ha3zoBuTe myTH MCIOIB30BaHKS B OpPraHU3Me )KUBOTHBIX TPUNTO(haHa, TUCTHIMHA U TIPOJIN
Ha.

KakoBbI yTH UCII0JIb30BaHUs B OpraHU3ME KMUBOTHBIX acliaparHOBOM U INIyTaMHUHOBOM
KHUCIO0T?
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I'naBa 6

B3AUMOCBA3b OBMEHA YIVIEBO/IOB, JIUITH/IOB H BEJIKOB

IIponeccel, MPOTEKAOIIKUE B OPraHU3Me )KUBOTHBIX HE XaOTUYHBI, @ B3aUMOCBS3aHbl U pery-
JUPYIOTCST HEMPOT'YMOPAJIbHBIMU MEXAHU3MAMHU, IMPUIAIOIIUMUA XUMUYECKUM IIPOLECCaM HYKHOE
HampasjeHue. B oprannsme He CyIIeCTBYET CaMOCTOSITEILHOrO 0OMeHa YriieBOI0B, JIUIUA0B, Oe-
KOB, HYKJICMHOBBIX KHCIIOT. Bce mpeBpaiieHusi 00beAMHEHB! B LIEIOCTHBIN Mpoliecc MeTaboan3ma

(puc.23). OTu B3aUMOTIPEBPAIICHUS AUKTYIOTCS (PU3HOJIOTUYECKUMU OTPEOHOCTSIMH OpraHu3Ma.

B3anMocBs3b pa3nuyHbIX META0ONMUYECKUX MyTEH M LMKIOB OCYIIECTBISIETCS Ha YPOBHE
Y3JIOBBIX MeTa00JINTOB, BAKHEHIIIMMU U3 KOTOPBIX ABJIAIOTCS aneTwi-KoA, nupysart, riroko30-6-
docdart, ppykro3o-6-docdar, okcanoarerar, acnaprar, 0-KeTOTayTapar.

CBs3b YIJIEBOJHOTO M JIMITUAHOTO 0OMEHa MPOUCXOIUT HA YPOBHE JUTUIAPOKCHALIETOH(HOC-
dara (JAD) u auerun-KoA. JJAD, oOpasyromuiicss Mpu TITUKOIU3E Jajiee BOCCTAHABIMBAETCS B
riuneposipocdat, KOTOPBIH B CBOIO OYepeb BOBIICKACTCSA B CUHTE3 TPUIIIMLEPUIOB. AneTria-KoA
oOpa3zyercs IpU OKHCIUTEIBHOM JeKapOOKCHIMPOBAHUS MHpYyBaTa W Jajnee B 3aBUCHMOCTU OT
HYXJI OpraHnu3Ma HMCIOJIb3yeTCsl Uil 00pa30BaHUs KHUPHBIX KUCIOT, KETOHOBBIX Tell, X0JIEeCTeprHa,
KEITYHBIX KHCIIOT, CTEPOMIHBIX TOPMOHOB. B X01e OONBIIMHCTBA U3 ITHX CHHTETUYECKUX MPOIIEC-
cos ucnonb3yercss HAJIOH(H'), 0CHOBHBIM IIOCTaBIIMKOM KOTOPOTO SBJISETCS OKHUCIHMTEIbHAS
BETBb MEHT030(OCHATHOTO MyTH MPEBPALICHUS YIIIEBOIOB.

[1®DIT nocraBnsger Takxke pu6030-5-pocdar, UCroab3yeMblil 1151 OMOCHHTE3a HYJICHMHOBBIX
KUACIOT. Takum 00pa3oM Ha ypoBHE JAHHOTO METa0OJUTa MPOCIEKUBACTCS B3aUMOCBS3b YTIIEBO/I-
HOTO U HYKJIEMHOBOT'O OOMEHa.

B To)xe Bpems ciemyer, 0JJHaKO, yKa3aTb, YTO MPEBPALIEHUE JIMIHUJIOB B YIJIEBOJbl HOCUT
OTpaHMUYEHHBINA XapaKTEP U BO3MOXKHO TOJBKO uepe3 JJAD, KOTOpbIN BOBIIEKAETCS B INIFOKOHEOTE-
He3 IIPU HEJIOCTATKE YIJIEBOIOB B OPraHU3ME KUBOTHBIX.
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Puc. 23. B3aumMocBsI3b pa3inyHbIX yTeil 0OMeHa YIiIeBOI0B, JTUMUIOB U OEIKOB
B OPraHU3ME KUBOTHBIX.

CBs3b yIIIeBOAHOTO M OEIKOBOr0 0OMEHa OCYLIECTBIISICTCS HA YPOBHE TaKMX METa0O0JIUTOB,
KakK MUPYBaT U OKCAI0AIETaT, KOTOPBIE B PEaKIUsIX TPaHCAMHUHUPOBAHUS MPEBPAIIAIOTCS COOTBET-
CTBEHHO B O-aJIaHUH M acmapTar. Te, aMMHOKUCIIOTbI, KOTOpPBIE MPEBPALIAOTCs B TIIIOKO3Y, MOJTY-
YU Ha3BaHUE TIIIOKOTeHHBIX. K HUM OTHOCSTCS TJIMIMH, O-aJJaHWH, CEPHH, LIUCTEHH, TPEOHUH,
METHOHUH, BaJMH, acllaparuHOBasi KUCIIOTA, aclaparduH, rIyTaMUHOBas KUCJIOTA, TJIyTaMHUH, apru-
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HUH, TUCTHIMH, TposuH. [lepBoHavaIbHO WX 0€3a30THCThIE OCTAaTKH MpPEeBpallaocs B OJMH U3 Clie-
AYIOIMIMX METabO0JIMTOB — MUPYBAT, KETOTIIyTapar, cykunHwi-KoA, ¢ymapar, okcanoanerart. Jlanee
OKCaJIoaleTaT BKJIIOYAETCs B INIIOKOHeoreHe3. Bo3MokeH n oOpaTHBIi mpoliece MpeBpalieHus: aMm-
HOKMHCJIOT B INIIOKO3y. B 3TOM ciiyyae OHM uepe3 IMUpyBaT U OKCAJIOALETaT BKIIOYAKOTCS B IIFOKO-
HeoreHe3. Ho, kak v nipu NpeBpaieHuuu JIMIIAI0B B YIJIEBOJIbI, 31€Ch TAK)KE ITH MPOLECCHI HOCAT
OTPAaHUYEHHBIN Xapakrep.

. KOHTPOJIBHBIE BOITPOCHI 110 TEME: «B3AUMOCBS3b
OBMEHA YIJVIEBOJAOB, TUIINI0OB U BEJIKOB»

1. Kakue coequnenus Ha3bpIBalOTCs y310BbIMU MeTabonuTamu? [IpuBeante npumepst. OT yero
3aBHUCHUT BOBJICUCHHE ITUX METa0O0JIMTOB B TOT HJIM MHOM OOMEHHBIH MPOLIeCC U KaK OCYIIe-
CTBJISIETCS ATA PETysALus?

2. Ha ypoBHe KakuX COeJMHEHUH B3aMMOCBS3aHbI MEXKY COOON YIIIeBOIHBINA U JIUITHTHBIN
oOmeHbI? OTBET MOSICHUTE KOHKPETHBIMH ITPUMEPAMHU.

3. VYKaXuTe COeMHEHUS, CBSA3BIBAIOIINE MEXIY COOON YTrIeBOIHBIN 1 OCIKOBBI OOMEHHBI.

4. [Touemy npeBpalieHue JTUMUA0B U OSIIKOB B YTIICBO/IbI B OPraHU3Me KUBOTHBIX HOCHUT OT
paHu4EHHBIN xapakTep? OTBET apryMEHTUPOBAHHO MOSICHUTE.

5. [TpuBeauTe MpuUMepsl COEAMHEHUN HA YPOBHE KOTOPBIX CBS3aHBI OCTKOBBINM U JIHITHTHBIHA
OOMEHBI.
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C/IOBAPbh OCHOBHBIX BHOXUMHYECKUX TEPMUHOB

AHa00JIM3M — COCTaBHAsl 4acTh OOIIEro mpoiecca 0OMeHa BEUIECTB, B XOJIe KOTOPOH OCYIIECBIIS-
eTCs CUHTE3 CJIOKHBIX BEIIECTB U3 00Jiee MPOCTHIX.

Buosiornyeckoe oKucJeHHe — COBOKYITHOCTb PEAKIIMi OKUCIECHHS CyOCTPaTOB B JKHUBBIX KJIETKAX.
I'aukoan3 — MeTaboIMUECKUil MPoLIece paciaja IIIF0KO3bI 10 MUPYBaTa.

I'mmkoreno/M3 — pacnaj IJIMKOTreHa.

I'/1nokoHeorene3 — CUHTE3 IJIFOKO3bI U3 BEIIECTB HEYIJIEBOHOW TPUPOIBI.

I'nukorenes — CHHTE3 IIIMKOT€HA.

Kara6oau3m - cocraBHasi 4acTh 00IIEro mpoiecca 0OMeHa BEIIECTB, B X0JIe KOTOPOH OCYIIECBIIS-
eTcs pacIaj CI0XKHBIX BEIIECTB Ha 00jiee MPOCThIE.

KeTtorenes — cuHTE3 KETOHOBBIX TEII.

JIumosiu3 — pacraj JIMIUI0B.

JIunorenes — CHUHTE3 JIMIIUJIOB.

MeTa00J1M3M — COBOKYITHOCTH ITPOIIECCOB OMOCHHTE3a M Pacliaja BEIIECTB, MPOTEKAIOUINX B TKa-
HSX OpraHu3Mma.

MeTH/IMAJIOHATHBIH Y Th — IIPEBPAILIEHUE TPOTMOHOBOM KUCIIOTHI B METHIIMATIOHUI-KOA.
MukpocoMaabHOe OKHCIeHUe- OKHUCICHUE CyOCTpaToB, MPOTEKAOIEe B MUKPOCOMAX MEYECHU
OxucuTebHO0e (PocdhopHIHpoOBaHHMe — OKMCIEHHE BOCCTAHOBIIEHHBIX Kodepmentos HATH(H™).
u ®AJIH, B AbIxaTebHOM LIETIH, CONPsDKEHHOE ¢ cuHTe30M ATO.

CB000/1HOE OKHC/IeHUEe — OKUCIICHHE CyOCTpaToOB, HECONpPshKEHHOE ¢ oOpa3zoBanueM ATO.
CyoctpatHoe dochopunnpoBanue — oopazoBanue ATD npu neperoce ¢pochaTHOro ocrarka Ha
AJZI®, conpspKeHHOE C Pa3phbIBOM MaKpO3PTUUYECKO CBSI3U Ha ypOBHE cyOcTpaTa.

Tpanckpunums — cunte3 PHK na JIHK-marpune.

TpaHcasuus — CUHTE3 MOJMIENTUIHOHN 1IeTH OelKa, aMUHOKHUCIIOTHAS TTOCIIeI0BATEIbHOCTh KOTO-
poii onpenensieTcs: Hocae0BaTENbHOCThIO TpUILIETOB (KogoHOB) MPHK.
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