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burocuwures KAPHBIX KUCAOT

M cTOuHUKOM yrAaepoaa AASl CHHTE32 KUPHBIX KUCAOT
cAyKAT arteTuA-KoA, oOpasyrommuiics mpu paciase
T'AFOKO3BI B A0COPOTHBHOM IIEPHOAE. 1'aKM 00pa3om,
M30BITOK JTAEBOAOB, IIOCTYHAIOIITNX B OPraHU3M,
TpaHCPOPMUPYETCH B KUPHBIE KUCAOTHI, 4 3ATEM B

}KI/IPI)I -
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CHuHTe3 JKMPHBIX KHCJIOT

CUHTE3 KUPHBIX KUCIIOT UMEET PsiJi 0COOCHHOCTEH:

B OT/IMHHUC OT OKHCIICHHUA CHUHTC3 JIOKAJIM30BaH B
3HI[OHH33M3TH‘ICCKOﬁ CCTH,

MCTOYHHUKOM CHUHTE3a SIBJISICTCS MasioHuI-KoA,
oOpazyronuiics u3 aneTui-KoA;

aneTul-KoA  HEMOCPEACTBEHHO B peaKIUAX  CHHTE3a
MCIIOJIb3YETCS TOJIBKO KaK 3aTpPaBKa;

IJIsT BOCCTAHOBJIEHUS IIPOMEXYTOYHBIX IIPOAYKTOB CHHTE3Q
JKUPHBIX KUCIOT ucnonb3yercss HAJI® - H,;

BCE€ CTaAWM CHHTE3a KUPHOMW KHCJIOTHI M3 MalIOHWI-KoA
IPEJICTABISAIOT COO0OM IUKIMYECKUH IMPOLECC, KOTOPHIM
IIPOTEKAET HA IMIOBEPXHOCTHU IMAJTIbMUTATCUHTETA3HL.



N3 aneTni-KoA o0Opasyercss majaoHuI-KoA:



CrpoeHne MyAbTH(PEPMEHTHOTO KOMITAEKCA —

CHUHTC3bI }KI/IprIX KHNCAOT

DYHKUMOHANbLHAN rPaHnLa
cybbeanHuy

KeToauwn-
pegykrasa

4'-pocgo-
nan‘rtla'reun

Troscre- TNepeHo- KeToauun-
pasa CAWWA CHHT&3a




HS
HSB . CH-C—SB Cugres MaAPMUTHHOBOU

1 AyeTvn-KoA 6 NADPH+H*
HoKeA & KM CAOTHI
CHs—(ﬁ‘o—S
HS CH,~CH~ CHz— c-
Manowu-KoA CuHTa32 JKUPHBIX KUCAOT: B IIEPBOM
HSKoA -
| . oncg rnporomepe SH-rpymma npuHaAAeKUAT
C”s'g‘s UCTEUHY, BO BTOPOM —
8 docdomanrerenny. [Tocae

HOOC"CHz‘ C=8 OKOHYaHUA HCPBOFO ITIMKAQ paAI/IKaA

Manonun-KoA
[\_ HSKoA oytupnAa neperocurcs Ha SH-

5H3_5H2_CH2 - IPYHITy HIEPBOTO IIPOTOMEPA. 3aTEM

8 IIOBTOPAETCA TA KE
womcn cu,—c- HOOC_OH,?C_ IIOCAEAOBATEABHOCTD PEAKIIMI, YTO U
o NADPH+I-|+ k B IICPBOM ITHMKAC. [TaabmuTOHA-E —
% OCTATOK MMAABMHUTHHOBOH KUCAOTHI,
CBA3AHHBIN C CHHTA30M KUPHBIX
B 8 KICAOT. B cuaTe3MmpoBanHOM
HSC—CH-CHZ-C—S CHs cné-cr-i c CHyC—S >KI/IpHOI>'I KHUCAOTE TOABKO 2
°o o l AUCTAABHBIX ATOMA YITACPOAAQ,
s HO : OOO3HAYEHHBIE *, IIPOUCXOAAT U3
! artetuAa-KoA, ocraapabie — u3
MNansmutonn-€

MaAOHUA-KOA.

NaneMurar



OOrm1as cxemMa peakITii CHHTE32

HAABMHUTHUHOBOU KUCAOTBI
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OOpa3zoBaHmE ABOMHBIX CBA3EH B PAAMKAAAX
’KUPHBIX KHCAOT

BxArouenme ABOMHBIX CBA3CH B PAAUKAABI JKUPHBIX
KICAOT Ha3bIBaeTcA Aecaryparment. OCHOBHBIE
’KUPHBIE KUCAOTBI, OOPa3yIOIITNECH B OPraHU3ME
YEAOBEKA B PE3YABTATE ACCATYPAITIH, —
maapMuTOOAeHOBAA (C16:1A9) m oaemHOBAA

(Cl 3:1 A9).
O6paSOBaHHe ABOWHDBIX CBA3EH B PAAVKAAAX KUPHBIX

KHICAOT IIPOUCXOAUT B DP B peakrmax c ygactuem
MOAEKYASPHOTO KucAopoAa, NADH u nuroxpoma b..



O0Opa3zoBaHNE ABOMHBIX CBA3EH

AAs 0OpPa3OBaHIA ABOMHOU CBA3H B PAAUKAAE KIPHOU
KICAOTBI TPEOYETCA MOAEKYAAPHBII KHCAOPOA,
NADH, nuroxpom b, u FAD-3aBu-cnmas peaykrasa
ITITOXPOMA b5. ATOMBI BOAOPOAQ, OTIIIETIASIEMBIE OT
HACBIITIEHHON KUCAOTBI, BEIACASIOTCSA B BUAE BOABL.
OAHUH 2TOM MOAEKYAAPHOI'O KHCAOPOAA BKAFOYAECTCA B
MOAEKYAY BOABI, 2 APYTOH TAK/KE BOCCTAHABAWUBACTCH
AO BOABI € yaactueMm 3AekTpoHOB NADH, xoTtopsie
nepeaarotces aepes FADH,  m maroxpom b..



O6paSOBaHHe HEHACBHIIIICHHBIX JKUPHBIX
KUCAOT
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Peryadamnuma AUTIMAHOTO OOMeHa

1. BHemHMEe (haKTOpHI (THUI ITUTAHUS):

= M30BITOK YIJIEBOAOB B PaIlUOHE YCUINBACT
IIPOILIECChl CHHTE3a KUPOB (JIMIOT€HE3a);

m ['OJIOHAHUC UJIU oorarad KUPAMH ITHIIA
CHUZKAIOT ITPONOCCChbl CUHTC3a KHUPOB.



2. BuyTpenHnue (paKkTOpHI:

= TOPMOHBI, YCHUJIMBAIOIINE MIPOIECChI JIUIOTCHE3A:

- UHCYJINH;

= TOPMOHBI, YCHJIMBAIOIIKUE MPOLECCHI JTUMOIN3a
(pacmaga TUNHUIOB):

- THPOKCHH;

- aApeHaJIUH 1 HOPaJIpEHAJINH;

- QHJIPOTCHBI;

- COMATOTPOITHBIA Y JTUIIOTPOIHBIN TOPMOHHI.



IIaToAOrua AMIIMAHOTO OOMEHA

1. Oxupenne

| lprauHLr:
s TUITOYHKIIAA ITATOBUAHOH KEAE3HI (I10

TUPOKCHUHY);
m HEAOCTATOK AUIIOTPOIIHOTO FOPMOHA TUITOH3A.



2. Hapyienus nepeBapuBaHuA U YCBOCHUA AUIIUAOB:

= 3200AEBAHUSA TOAKEAYAOTHOM KEACIBI
(HeAOCTATOYHAA CEKPEUA U AKTUBHOCTD
ITAHKPEATUIECKOU AUIIA3HI);

m HAPYIIICHUE BBIACACHUA U CEKPEITUHU KEAUH (KEATHBIX
KHICAOT);

m BOCITAACHUS CAUIUCTOU OOOAOYKHU KHUIIICUHUKA
(HapyIIECHNA IIPOIECCOB BCACBIBAHUA).



3. KeTo3bl — XapakTepru3yroTcs KETOHEMUEN U
KeTOHypHUen. [ IpHuYnHBL:

= HEJIOCTATOK MHCYJINHA;
o B3-aBI/ITaMI/IH03 (HegocTaTok HS-K0A);
= Henocrarok LYK — karanuzaropa LITK;

= M30BITOK alleTUI-KOA, KOTOpbIN YCHUINBACT
M30bITOYHBIM CUHTE3 KETOHOBBIX TEII;

= D-aBUTaMHHO3, IPU KOTOPOM YITHETAECTCA
AKTHUBHOCTBH IMyCKOBOTO (pepMeHTa [[TK
[IUTPATCUHTA3bI;

= M30BITOYHOE KOJIMUECTBO B pal[MOHE OCIIKOB U
KETOT€HHBIX aMUHOKHUCIOT (JICHIIMH, TU31H,
(heHUNIaIaHUuH, TUPO3UH, TPUNTO(MAH) IPU
HEJIOCTATKE B OpraHU3ME YIJICBOJOB.




4. ATEPOCKAEPO3:

® YBEAHYEHHE B KPOBHU CBOOOAHBIX KIPHBIX
KHCAOT;

s yBeanmueHue B kposu AITOHIT i ATTHIT.



OO0OMeH O0eAKOB



beaxu

m DEAKH — OMOAOTHYECKIUE IIOAUMEPHBIE

MOAEKYABI, MOHOMEPAMH KOTOPHIX
ABAAFOTCH AMHUHOKHCAOTBI, COEATHECHHBIC
IIEIITUAHBIMU CBA3SAMI.

HAMBHAYAABHOCTD OEAKOBBIX MOAEKYA OIIPEAEAACTCH

HOPHAKOM tICPCAOB&HI/I}I AMHWHOKHNCAOT M X
KOANYECTBOM.

beaxu mmeror mum. o1 5 TeIC. A 11 OOACE.



DYyHKIMHU 0€JIKOB.

= Karanutuueckas — hepMeHTHI

= IlmacTuyeckas — CTPYKTypHbBIC OCIIKU

= PerynsaropHas — TOpMOHBI, ()E€pMEHTHI

= CokparurenbHas — OCJIKHA MBIIIL U [UTOCKEJIETa

= 3alIUTHAS — AUMMYHOIIOOYJIMHBI

= ODHepreruyeckas — OTCIYKUBIINE OCIIKA

= PernentopHas — HeKOTOphIE OEJIKU MeMOpaH

= TpaHcnoprtHas — OeJlKu KpOBH, O€IKKM MEMOpPaH.

= [ HMCTOCOBMECTMMOCTH — HEKOTOPbIC OCIKHN MEMOpaH.
s U HP.

B opranusme xKuBOTHBIX O0enkoB - 18-21%, y pactenui — 0,01-15%



Copep:kanue 0eJIKOB B TKaHAX, %o

K¥MBOTHEIE
Opranusm — 18-21
Mpbpriel — 19-23
Ileuenr — 18-19
[Toukn — 16-18
['omoBHOM MO3r — 8-10
Koctn — 8-9

Pacrenus
3epna — 10-16
Crebmm — 1,5-3
Juctesa — 1,2-3




IIpoctbie OeAkn

a) aAbOYMUHBI
0) TAOOYAUHBI

B) TUCTOHBI

I') IPOTAMUHBI
A) TAFOTEAVHBI
€) IPOAAMUHBI

’K) CKAE€POIIPOTEUHBI



CaoxHpble OeJIxkn

a) HYKA€OIIPOTEUHBI

0) XpOMOIIPOTENHBI

B) dpochpoponpoOTEeuHEI
I') TAUKOIIPOTENHBI

A) AUTIOIIPOTEHUHBI

€) METAAAOIIPOTEUHBI



AMMHOKHCJIOTHI

JameHumole

I'Aanrmmu

AAraHnH

Cepun

IHucrennu
AcniaparnHoBas KHCAOTaA
I'AroTaMrHOBAsA KHCAOTA
Tuposun

ITpoaun

AcniaparunH

I'Aroramuna

Hezamenumoie

Tpeonun
MeTtruoHnun

Baaunu
AeniniuH
MN3oaennimu
Auzunu
ApruHuH
deHrAaraHTH
T'ucruanmu

Tpurrrodpan



Kraccudukanma 0€AKOB 11O UX
IIOAHOIIEHHOCTH

n [ loanoyenrvie besxy COAEPAKAT BCE HE3AMECHUMBIC
AMIHOKHCAOTEL. K HIM OTHOCAT OEAKH
’KIBOTHOTO IIPOUCXOKACHUSA, 34 HICKAFOUCHHUEM
IIPOTEMTHONAOB.

n Henoanoyernnsie beaxu. B ux crpykrype
OTCYTCTBYET XOTS OBI OAHA 3 HE3AMEHUMBIX
AMHIHOKHCAOT. K HUM OTHOCST, B OCHOBHOM,
OEAKH PACTHTEABHOTO IIPOUCXOKACHHUA, 32
MICKAFOYEHHEM HEKOTOPBEIX OEAKOB OOOOBBIX 1
IPEYNX.




A3OTUCTBIN BAJIAHC

A30THUCTBINA 0ajJaHC — pPa3HUIA MEXKAY KOJIMYECTBOM a30Ta,
YCBOEHHOI'O OPraHU3MOM, U KOJTMYECTBOM a30Ta, BHIACIICHHOTO
B COCTaBE KOHEUHBIX MPOJYKTOB 0OMEHa (MPEUMYIIIECTBEHHO B
BUJ€ MOYCBHHBI M aMMOHHHMHBIX cojiei). [log ycBOEHHBIM
a30TOM TMOHHUMAIOT PA3HUIY MEXIYy KOJIMYECTBOM a30Ta
MOCTYIMUBIIETO C PAMOHOM M a30Ta, BBIJICJIEHHOIO B COCTABE
KaJia.

Buabl a30THCTOr0 6ajianca: 1) noinoKATEIbHbIMN,
2) OTpHUIATEIbHBIN, 3) HYJIECBOH (a30THCTOE PAaBHOBECHE).

AMHMHOKHCJI0ThI (CBOOOIHBIE M B COCTaBE OCJIKOB) COACpIKaT
moutu  95%  Bcero azora, IO3TOMY HMEHHO OHH
NOAJACPKUBAIOT a30TUCTHIM OaJaHC OpraHu3Ma.




BuAbI a30THCTOrO 0AAAHCA

s 110AOXKHUTEABHBIN: KOAUYECTBO YCBOEHHOTO
230Ta OOABIIIE, YEM KOAMIECTBO BEIACACHHOTO
a30Ta, T.€. IPOIIECCH aHAOOAU3MA IIPEOOAAAATOT
HAA IIPOIIECCAMH KATADOAM3MA.

s DTOT BUA OAAAHCA HAOAFOAAETCH:
- Y MOAOABIX PACTYIIIUX KUBOTHBIX;
- Y OPOAYKTHUBHBIX KHBOTHBIX;

- IpHu OEPEMEHHOCT,

- B BOCCTAHOBUTEABHBIN IIEPUOA ITOCAE TOHKEAOUN
OOAE3HM.



OT1punareAbHBIN Aa30TUCTBIN 02AAHC: KOATYECTBO

BBIAEACHHOIO 230TAa OOABIIIE, YeEM KOATIECTBO
YCBOEHHOTO a30T4, T.€. IPOIIECCH KATADOAW3MA B
OPTraHHU3ME IIPEOOAAAAIOT HAA IIPOIIECCAME
AHAOOAM3MA. DTO HAOAFOAAETCH:

IIPU TAKEABIX 3a00AEBAHUAX;
IIPU CTAPCHUU KUBOTHBIX;

IIPU TOAOAAHU;

IIPU PA3AUYHBIX ABUTAMUHO32X;

ITPU HEAOCTATKE B PALIMOHE HE3AMEHUMBIX
AMHUHOKHCAOT.



= A3oTHcToe paBHOBecHE (HYAEBOM 0aAAHC):

KOAMYECTBO YCBOEHHOTO M BEIACACHHOTO 230Ta PABHO.
DTO HADATOAAETCA ¥ 3AOPOBBIX HEIPOAYKTHBHBIX,
3AKOHYUBIIIUX POCT ¥ PA3BUTHE KUBOTHBIX IIPH
COAAQHCHPOBAHHOM UX KOPMACHHUM.



beakoBass HEIOCTATOYHOCTD

M3BeCTHO, 4YTO Ja)ke¢ UIMTEJIBbHOE HWCKIIOYCHHUE U3
pallMOHAa 4YEJIOBEKA JKHMPOB MM YIJIEBOJAOB HE
BBI3BIBAET TSIKEJIBIX PACCTPOUCTB 310POBbA. OIHAKO
0€30eIKOBOE TUTaHue (0COOEHHO MPOIOJIKUTEIBLHOE)
BBI3BIBACT CEpPhE3HBIC  HapylleHUs oOMeHa U
HEU30€KHO 3aKaHYMBACTCS THOEIbI0 OpraHu3Ma.
Uckmrouenue axKe OHOU HEe3aMEHUMOU
AMUHOKHCJIOTBI M3 IHINEBOIO paloHa BEAET K
HEIIOJIHOMY YCBOCHHUIO OPYIMX AaMHUHOKHUCIOT H
COIIPOBOXKIACTCS PA3BUTHEM OTPULIATEIILHOIO
aQ30TUCTOro 0OajlaHca, HCTOIIEHUEM, OCTaHOBKOMU
pOCTa U HAPYIICHUSIMU (DYHKLIUM HEPBHOM CHUCTEMBL.



beAkoBbII MUHIMYM

s DTO HAaUMEHBIIIEE KOAMYECTBO OEAKA B PAIIHOHE, KOTOPOE
OOECIIEYNBAET BOCIIOAHEHHE BCEX €T0 IIOTPEOHOCTEM, T.€.
IIPA KOTOPOU OPraHU3M COXPAHAET A30TUCTOE PAaBHOBECHE.
Teopernaeckn €ro pacCYUTHIBAIOT AAST OTA€ABHBIX BUAOB
’KHBOTHBIX U3 PAaCcYeTa KOAMYECTBA IPAMM OEAKA Ha OAUH
KITAOTPAMM MAaCCHI TEAAQ.

- Cpunbu B3pocasie - 1,0 1;

- Ceunbu pu orkopme — 3,0 1;

- Koposul He Aaktupyromtue — 0,6-0,8 1;
- Koposwr aaktupyromue — 1,2-1,4 1;

- OBt — 1,0 1

- Nommraam me paboTtaromue — 0,8 T;

- Norraan padorarormme — 1,2-14 1.



Hopmbl npoTenHa B parroHe

s OHH pacuUTHIBAIOTCA C YIETOM BHAQ *KUBOTHOTO, BO3PACTA,
HAIIPABACHHSA IIPOAYKTHBHOCTH U APYTHX DAKTOPOB
(A€TAABHO B Kypce KOpMAeHHUA). B HuX yumrbiBaerca
CyMMapHas HOTPEOHOCTb B IPOTENHE, KOTOPBIIT UCIIOAB3YETCA
HA ITIOAAEPKAHIE€ OCHOBHBIX (DYHKITUIT OPTaHA3MA 1
dpopMIPOBaAHIA TPOAYKIIHA C YIETOM (PU3HOAOTHIECKOTO
COCTOSHHSA OPraHMI3MA.

s CoBpeMeHHBIE TEXHOAOTHH KHBOTHOBOACTBA IIPEAIIOAATAFOT
0aAaHCHPOBKY PAITMOHOB JKUBOTHBEIX HE TOABKO I1O
KOAMYECTBY OEAKOB B PAITMOHE, HO U IT0 AMIHOKHCAOTHOMY
COCTABY (COAEPKAHUIO HE3AMEHUMBIX AMUHOKHUCAOT U UX
COOTHOIIIEHUIO.



N CcTOUYHNKN AaMHMHOKHCJIOT

B opranusmMe 4denoBeka B CYTKH pacrajaeTcs Ha aMAHOKHCIOTHI
ok0i10 400 r O€IKOB, HNPHUMEPHO TaKOE€ KE KOJIHMYECTBO
cuHTe3upyercsa. IloaToMy TkaHeBble OCIKA HE MOIYT
BOCIOJHATh 3aTpaTbl aMUHOKHCIIOT MPH HUX KaTaOoiau3Me M
MCIOJIb30BAHMH HAa CHHTE3 APYruXx BemecTB. lIlepBUYHBIMU
MCTOYHUKAMHA aMMHOKMCJIOT HE MOTYT CIY>KUTh M YIJICBOBI,
TaK KaK W3 HUX CUHTE3UPYIOTCS TOJBKO YIJIEPOJHAs YacTh
MOJICKYJIbl OOJIBIIMHCTBA AMHHOKHCIOT, a aMHHOTpPYIIa
IOCTyIIa€T OT Jpyrux amMuHOKHCIOT. CleaoBaTeibHO,
OCHOBHBIM HCTOYHHKOM AaMHMHOKHCJIOT OpraHu3Ma CiyKar
0eJIKM NHIIH.



KoanyecTBO O€IKa B HEKOTOPBIX IUILEBBIX
IIPOAYKTaX

Ha3zBanue Conepxanue Oeika,
NPoAYKTA %o

Msco
Priba
Coip
Momnoxko
Puc
I'opox
Cos
Kaprodens
Kanycra
MopkoBE
A6n0km




IlepeBapuBaHue 0€AKOB

s OCHOBHOI CMBICA ITEpeBapUBAHUA OEAKOB COCTOUT B UX
THAPOAT3E AO CBOOOAHBIX AMHHOKHCAOT, B XOAE€ KOTOPOTO
OHH TEPAIOT CBOIO BHAOBYIO CHEITM(PUIHOCTD U YCBAUBAFOTCS
OPTaHHU3MOM B BHAE IIPOCTHIX BEMIECTB — AMIHOKHUCAOT. DTUM
CaMBIM OPTAaHU3M 3AIIIHUIINAECT CEOs OT IOIAAAHUA B €TO
BHYTPEHHIOIO YyKEPOAHBIX OEAKOB.

s lckArouennem 13 3TOro npaBuAa ABASACTCH BCACBIBAHIE
MMMYHOTAOOYAHTHOB MOAO31Ba (0€3 IPEABAPUTEABHOIO UX
TMAPOAM3d) CTEHKON KUITICYHUKA HOBOPOKACHHBIX
’KHBOTHBIX, OAArOAAPA KOTOPOMY BO3HHKAET MOAO3UBHBIH
(KOAOCTPAABHBIN) UIMMYHHUTET, KOTOPBIH OOECIIEIUBAET
YCTOMYNBOCTD UX B IIEPBBIE MECAIIBI UX KA3HMU.



= [lepeBapuBaHne OEIKOB OCYIIECCTBISICTCS
KOMILJIEKCOM IHIIEBAPUTEIILHBIX (PEPMEHTOB,
KOTOPBIE HA3BIBAKOTCSA IIPOTECOJIUTUUECCKUMU HUIIH
[IpOTEA3aAMU.

s [Iporeasnl oTHOCAT K Kitaccy 1 uapoiiasel, HOAKIACC
IIporennassl u llenTuaassl.

s [Iporeassl, ruaponu3yrone NenTUHbIE CBI3U
BHYTPH OCIIKOBOW MOJIEKYJIbI, OTHOCSIT K TPYIIIIE
SHAOICITH A3 (IEIICUH, TPUIICUH, XUMOTPUIICHH).
depMEeHTBI, OTHOCSIIMECS K TPYMIIE SK30NEeNTHAA3,
TUIPOIU3YIOT IENTHAHYIO CBSI3b, OOPa30BAHHYIO
KOHIICBHIMU aMHHOKHCJIOTaMH
(KapOOKCHUIIOJIMIICIITH/Ia3a 1
AMHUHOITIOJIMIICITHIA3a).



IlepeBapuBaHue 0€JIKOB B JKeJIYIKe

JKenynouyHbli COK — TIPOAYKT HECKOJIbKHUX THIIOB
kiIeTok. QOOkIano4yHble (HapHETabHBIC) KIETKHU
CTCHOK JKeJIygka OOpa3ylT COJSAHYI KHCIOTY,
[JIABHbIE  KJIETKU  CEKPETUPYIOT  IIEIICHUHOIEH.
JloOaBOUHBICE M APYrH€ KIETKH SOUTECIHS KEITydKa
BBIJCIISIOT MYILIUHCOAEPKAILY IO CJIU3b.
[lapueranbpHble KIETKH CEKPETUPYIOT B IIOJIOCTH
KEIyJIKa TAKXE IIIMKONPOTEUH, KOTOPbIM HA3bIBAIOT
«BHYTpeHHMM (pakTopoM» ((pakropom Kacma). DtoT
OCIOK CBS3BIBACT «BHEIIHHN (DAKTOP» — BUTAMHUH
B [IPEeOOTBpAIlAET  €r0  pa3pylUICHUE U

122
CIIOCOOCTBYET BCACHIBAHHUIO.



Poabr HC1 B nuiieBapeHuu

ITox nerictBuem HC1 mpoucxomut aeHaTyparys OEJIKOB MHILIH,
HE TIOJBEPIIINXCS TEPMUUECCKOM 00pabOTKE, UTO YBEIUUNBACT
AOCTYIHOCTh NENTUAHBIX cBsA3er mis nporea3. HC1 obnamaer
OaKTEepUIIUIHBIM JEUCTBHEM M MPEMATCTBYET IIOHAJaHHIO
NaTOreHHBIX OakTepuil B KuIeyHMK. KpomMe Toro, coisiHas
KHCJI0Ta AKTUBUPYET MENCUHOTEH U CO3MAET onTuMyM pH mys
JICUCTBUS IIETICUHA.



<>
=
>
=
<>
=<
&
2
-
=
=
o
=
4
=
=
=
A
=
=
&
o
=
=
>
=
e
>
O




MexaHu3M AaKTHBAIIMU NMMEIICUHA

[Tom AEWCTBHEM TacCTPUHOB B ITIABHBIX KIIETKAX KEJIYTOYHBIX
KEJIE3 CTUMYJIHUPYIOTCS CUHTE3 M CEKPEIHs IEICUHOICHA —
HEaKTUBHOM (opMbl mnencuHa. IlemcuHoreH — O€NOK,
COCTOSIIINNA U3 OJHOH IOJIM TIENTUIHOM IIENN C MOJIEKYJIIPHOU
maccon 40 k. Ilom meuncrBuem HCI1 oH npeBpamaercsa B
aKTUBHBIM IIENICMH (MonekylsipHas Macca 32,7 kJl) c
ontumyMoMm pH 1,0 - 2,5. B niportecce akTuBanum pe3ysabTrare
YaCTUYHOTO MPOTEOoar3a OT N-KOHIIA MOJIEKYJIbI TTIETICUHOTEHA
OTHICIUISIIOTCA 42 aMMHOKHCJIOTHBIX OCTarKa, KOTOPBIE
COIEpXaT  MOYTH  BCE€  TIOJOKMTEIBHO  3apSKCHHBIC
AMHUHOKHCJIOTBI, UMEIOIIMECS B IEIICHHOTCHE.



Oco0eHHOCTH nepeBapuBaHus 0€JIKOB B

KeJYIAKe Y MOJIOAbIX dKUBOTHBIX

B MOJIOYHBIM MEPHUOJ BCKApMIIMBAHMUS >KHBOTHBIX B
Chluyre (KeayaKe) HaxXOAuTCs (EepMEHT pPeHHUH
(XMMO3HH) , BBI3BIBAIOIIMKN CBEPTHIBAHUE MOJIOKA.
OcHOBHOM O€JI0OK MOJIOKAa — Ka3ehH. PeHHUH
KaTaJIu3upyeT OTIIETIIICHUE OT Ka3ernHa
[JIUKOIICIITHIa, B pE3YyJbTare 4Yero ooOpasyercs
napakaszenH. Ilapakasend npucoenunser noHsl Ca’’,
o0pasys HEPaCTBOPHMBII CT'YCTOK, 4yeMm
IpeJIoTBpaIlacT OBICTPBIA  BBIXOJ MOJOKa U3
KEIyaKka. benkm yCcreBarOT paclICUThCI IO
NEUCTBUEM  TIencuHA. B xKenyake  B3pOCIbIX
KUBOTHBIX ~ PEHHHHA HET, MOJIOKO Yy  HHX
cTBopaxkuBaercs nmoa aerucresueM HC1 m niericuna.



KOMITIOHEHTHI KETYAOYHOI'O COKAa B HOPME U IIPHU

Kucnornocts (TE) @ Mo.104-
aKTop
Cocronnue pH Mencun | 4 Hasg KHC- | Kpon
acja
o —_— CBA3aH- cBodo-~ JOTA
Haa HC1 | mas HC1
Hopwma 1,5-2,0 | 40-60 20-30 2040 + + - -
I'mnepauu aHbLI 1,0 80 40 + + = =
racTpHT
I'umoaruIHeIH 2,5 40 20 = s * s =
racTpur
AXumus 7,0 20 — —~ = + -
S3Ba xenyaka 1,5 60 40 ¥ + — +
Pax xenmynka 6,0 40-60 20 + + + +
U >




MexaHn3M A€UCTBUA IIEIICUHA

s beakn parmnona + HOH — BeicOkOMOAEKyAApHBIE
ITOAUTIETITHABL

s [lerrcmH TMAPOAM3YET BHYTPEHHME IIEIITHAHBIE CBSA3H,
B OOPa30BAHUN KOTOPBIX YIACTBYIOT AMIHOTPYIIITHI
APOMATHYIECKIX AMIHOKHCAOT, A TAKXKE CBA3N AAa-
Anaa, Ara-Cep 1 HEKOTOPEIE APYTHE.



AKTHBAIIUS NAHKPeaTH4eCKUX (pepMeHTOB

B nmomKenyI0uyHOM JKele3€ CUHTE3UPYIOTCS Npo@EepMEHTHI psaa
[IPOTE€A3: TPUIICUHOTEH, XWMOTPHUIICHHOTEH, IIPO3JIacTasa,
npokapOokcunenTuaasel A u B. B KullleuHuKe OHHU IyTEM
YaCTUYHOIO MPOTEOJH3a MPEBPAIAOTCA B AKTUBHBIC

(bepMEHTBl ~ TPHUIICKMH,  XUMOTPHUIICMH,  3JlacTazy W
KapOokcunenTuaassl A u B.



- AKTHBanusi TPHUICHHOI€HA MOPOUCXOAUT O]
aeucTBUEM  (EepMEHTAa  DOUTEIHWS  KHIICYHHUKA
SHTEPOICHTHUAA3bI (PHTECPOKUHA3BHI):

9HTeponenTHz[a3a

Tpuncunoren + HOH — Tpurnicun +
(axTUBHas (popma)

+ T'€KCaIllCIITU I
- Mexanuzm deucmeus.
Bricokomorekyisipabie nounentuasl + HOH —

(OeJIKH, HEeTIEpEBAPEHHBIE TTETICTHOM )
—  TIOJUIENTUILI + OJUTONENTUALItIUNENnTUuIL + +
CBOOOIHBIC AMUHOKHUCIOTHI

- TpuncwmH  pacuienmiaseT IENTHIHBIC  CBS3U, B
00pa3oBaHUU KOTOPBIX YYACTBYIOT KapOOKCHUIIbLHBIC
I'PYINIIBI AprUHUHA WK JIU3K1HA.



AKTI/IBaIII/IH XUMOTPHUIICHUHOI'CHA

- OOpa30BaBIIMICS TPUIICUH aKTUBUPYET XUMOTPUIICUHOICH

TPHUIICUH

XumorpurnicuHored + HOH — Xumotpuricuu
(HeakTUBHasA (hopMa) (axTuBHas opMma)

- Mexanuszm oeucmeus.

XUMOTPHUIICUH

[Tomunentuasr + HOH — HU3KOMOJIEKYISAPHBIE
MOJTUTIENITU Bl + CBOOOIHBIE AMUHOKHUCIIOTHI

- XUMOTPHUIICMH pacHICIUIICT IIENTUIHBIC CBS3H, B
oOpa30oBaHUMU  KOTOPBIX  YyYacTBYIOT  KapOOKCHUJIbHEIC
TpyNmnbl  TUPO3WHA, (eHunasaHuHa, TpunTopaHa u
METHOHMHA.




AKTI/IBaHI/I}I XUMOTPHUIICMHOI'CHA

XUMOTPUNCUHOreH

TpuncuH

R-XUMOTPUNCUH

Cep Apr Wne (axTuBsHbINA)
7-XUMOTPHUNCHH
Cep-Apr
- T 3-XUMOTPUNCHH
TpeApr (axTnBHBIN)

S-XumoTpuncuH

Tpe-Apr

o-XUMOTPUNCUH
(akTvBHbBIA, CTAabUIIbHLIM)

Monekyna XMMOTPUNCHMHOreHa COCTOUT U3 245 aMMHOKWUCNOTHLIX OCTATKOB U UMEeT NAThL
AMCYNbGMUAaHLIX MOCTUMKOB. Ha cxeme nokasaHbl y4acTkn pepMeHTa, nogsepraowmecs npoTeonusy. a-XuMoTPUNCUH — akTMBHas cTa-
6unbHas opmMa epMeHTa — COCTOUT U3 TPEX NONUNENTUAHBIX Lienew, KOBaNeHTHO CBA3aHHLIX MexXay coboi AByMAa AucynbMUaHbLIMN
MOCTUKAMMN U HEKOBANEHTHO — 3a CYET BOAOPOAHbLIX CBR3EN U rmapoobHbIX B3aMMORENCTBUNA.



AKTHBAIMA poTeas

OcranbHbIe npoepMEeHThl  MaHKpPEaTHYECKHUX  IPpOTeEas
(mposnacrtaza W HOpokapOokcunentuaazsl A u B) Takke
AKTUBUPYIOTCS TPUIICMHOM IyTEM YaCTUYHOTO MpoTeonn3a. B
pe3ysbrare 00pa3yroTCsl aKTUBHBIE (DEPMEHTHI — 3JacTa3a U

KapOokcurenTuaassl A u B.



CrnenupuyHoOCTb 1eHCTBUSA IPOTEa3

Kapbokcunentuma3zel A u B — muHKcomepkamue (pepMEHTEI,
OTIICIUIAOT (C-KOHIIEBBIE OCTATKM AaMHUHOKHUCIIOT. [Ipnuém
KapOokcuIienTuaaza A  OTHICIUIIET  IPEUMYIIECTBEHHO
AMUHOKHCJIOTHI, COJZICpIKaIIIHE apOMaTHYECKHUE WA
ruipo(OOHBIE pauKaibl, a KapOokcunentuaasa B — ocrarku
aprUHUHA U JIN3WHA.

[locmenHuii »Tan MOepeBapuUBaHUs — THIAPOJIU3 HEOOIBIINX
NEeNTHUI0B, MPOUCXOAUT TOJ  JACHUCTBHEM  (DEPMEHTOB
AMUHOINENTUA3 W JUINENTUIA3, KOTOPbIE CUHTE3UPYIOTCA
KJICTKaMH TOHKOT'O KHIIICYHUKA B aKTUBHOU (hopMme.



MecTa nercTBHUS IporTeas

AMMHONIENTUAA3BLI TOCIEI0BATEIbLHO OTHICIUIAIOT N-KOHIIEBEIC

AMUHOKHWCJIIOTHI TENTUAHOU 1ienmd. Hawnbojiee wu3BECTHA
NeHIIMHAMUHOIICIITHIAa3a — Zn’" - wian Mn’+ - COJZIEpIKAILAN
(bepMEHT, HECMOTpsl Ha Ha3BaHHME, OOJAJAIOIIMN IITUPOKOM
CIIEHU(UYHOCTBIO  IIO OTHOHNIEHNI® K  N-KOHIEBLIM

AMHUHOKHUCJIOTAM.

JIlunmenTuaasbl pacIICIUISIOT JUIEITHAL HA AMUHOKHUCIIOTHI, HO

HE JICMCTBYIOT HA TPUIICTITU/IEI.

pe3yJibTare IIOCJIEA0BATEIILHOTO JIEUCTBUS BCEX
MUIIEBAPUTEIILHBIX MPOTEa3 OOJBIIMHCTBO MHUIIEBHIX OCIKOB
pacHICIIACTCS 10 CBOOOTHBIX AMHUHOKHCIIOT.



MexaHUu3M A€UCTBUA 3K3O0IIEIITUAAS



3amura KJIeTOK OT JeiCTBUA IpoTeas

KieTkr TOMKENYI0YHOW KEJIE3bl  3allMIICHBI  OT
NECVCTBUS MUIICBAPUTEIILHBIX (DEPMEHTOB TEM, YTO:

= OTH (PEpMEHTHI 00pPAa3ylOTCs B BH/A€ HEAKTHBHBIX
NpealeCTBEHHUMKOB B KJIETKAaX IIOJKEIYI0YHOM
KeJie3bl U aKTUBUPYIOTCS TOJBKO MOCJE CEKPEIUH B
IIPOCBET KUIICYHHKA. TaknuM 00pa3oM, MECTO CHHTE3a
5 MECTO JNEVCTBUS ITHUX (epMEHTOB
IPOCTPAHCTBEHHO Pa3/ICICHBI.

s B KJICTKaX MOMKEIYIOYHOM Kee3bl MNPUCYTCTBYET
0eJIOK-MHTHOMTOP TPHUIICMHA, OOpa3ymwoIuil C
akTUBHOM  (QopMon  depmeHTa (B ciyyae
IPEXKICBPEMEHHOM aKTUBAIIMN ) IPOYHBINA KOMILJICKC.



3amura oT JeCTBUS MPoTeas

B nosiocTu keyaka U KAIIEYHUKA ITPOTEa3bl HE KOHTAKTUPYIOT C
OCKaMM KJIETOK, IOCKOJBKY CJIM3UCTasi O0OJOYKAa IOKPHITA
CIIOEM CIHW3M, a KaXIasd KIETKa COACPKUT Ha HapYyKHOU
MOBEPXHOCTH IIA3MaTHYECKOM MEMOpaHbl IMOJUCAXAPHU/IBI,
KOTOpPBIE HE PACHICIUISIOTCA MOpPOT€a3aMM W TEM CaMbIM
3aIUIIAIOT KJIETKY OT UX JCHUCTBUA.

Pa3pyliieHne KJIETOYHBIX OEJKOB IPOTE€a3aMu IIPOUCXOIUT IpHU
SA3BEHHOM OOJIE3HHW JKETylKa WIA JIBEHAAIATHIICPCTHOM
KUIIKU. OJTHAKO Ha4YaJIbHbIE MEXAaHU3MbI BOSBHUKHOBEHUS SA3BbI
€IIC MaJI0 U3YUYCHBI.



MexaHu3M BCacbIBAHUSI AMUHOKHCIIOT B KUIIICYHHUKE

AMUHO-
KucroTa

N

LtérouHan kanma
TpaHcnokasa | AIMTENNA KALLEYHHKA

AMUHO- Na*
Kucnora

Na* K'-AT®d-asza
Na“
Aflid

+ Pi K*
Tpancnokasa K’

AMUHO- BopothHas seHa
KMCNoTa

L-aMUHOKMCNOTa NOCTYNAET B SHTEPOLUMUT NyTEM CUMNOpTa ¢
noHoMm Na+* Janee cneyucmnyeckas TpaHCNOKa3a NepeHOCUT amn-
HOKMCNOTY Yyepes membpany 8 KpoBb OBMEH MOHOB HaTPUsA Mex
Ay KNeTKkamMu OCyueCTBSETCA NyTEM NEPBUHHO-AKTUBHOIO TpaHc-
nopta ¢ nomoulbio Na* K+-AT®-a3bl




IlepeHoC aMUHOKHUCIIOT

B HacrosAmi€e BpeMs M3BECTHO IO KpaWHEHM Mepe MAThb
CIIEIU(PUUECKUX TPAHCIIOPTHBIX CHUCTEM, KaKJas M3 KOTOPBIX
(DYHKIMOHUPYET JJISI TIEpEHOCA OIPEACIEHHONW T'PYIIIbI
OJIN3KHUX , IO CTPOCHUIO aMUHOKHUCJIOT:

= HEUTPaAJbHBIX, C KOPOTKOM OOKOBOM MEMNbIO (aJaHUH, CEPUH,
TPEOHUH);

= HEUTpPAIbHBIX, C JJIWHHOW WJIM PA3BETBIEHHON OOKOBOU
LENbI0 (BaJIMH, JICUIIMH, U30JICHIIMH);

= C KaTHOHHBIMH pajJuKajamu (JIM3UH, APTUHUH);

= C AHUOHHBIMU paauKagaMmu (CTyTaMHAHOBAs 5
acriaparuHoBasi KUCJIOTHI);

= MMHWHOKHCJIOT (IMPOJIMH, OKCUITPOJIVH).



I'Huenue 0€JIKOB B TOJCTOM OT/AeJe
KUIIICYHUKA

BEJIKN — 198 . AMHMHOKUCJIOTHI

THUAOCTHBIEC

OaxTepun THUJIOCTHBIC

OakTepuu
SITOBUTBIE BEILIECTBA

aMMUAK, CEpOBOAOPOI, NyTPECINH, KaIaBEPHH, (DCHOT,
Kpe301I,




IlepeBapuBaHue 0€JIKOB Y :KBAYHBIX

Benky —0aKrepun | aMirHOKUCIIOTHI

6211{-
90Z000071 \TGK

OakTepHallbHbIN OCJIOK

MoueBurHa
AMMOHHUUHBIE COJIU -NH ChI4yT
OaxTepun
Hurpars L KUIIEYHUK
KapOOHOBBI
AMUHOKUCIIOTHI



doua cBO0OAHLIX AMUHOKHUCJIOT

@®oHJ  CBOOOAHBIX AMMHOKHMCJIOT OpraHu3Ma  COCTaBIISIET
npuMepHo 35 1. CoxepkaHue CBOOOJHBIX AMHHOKHCIOT B
KpOBH B cCpegHeM paBHO 35 - 65 wmr/mn. boiblias d4acTb
AMUHOKMCIIOT BXOAUT B COCTaB OEJIKOB, KOJTMYECTBO KOTOPHIX B
OpraHU3Me B3pOCJIOr0 Y€JI0BEKa HOPMAJIBLHOIO TEJIOCIOKECHHUS
COCTABJISIET IIPUMEPHO 135 KI.

HcTOYHMKHA CBOOOIHBIX aMUHOKHUCIIOT B KJIETKaX - OCJKM IHIIH,
COOCTBCHHBIC OC€JIKM TKAaHEHW W CHHTE3 aMHWHOKHCIOT W3
YIJICBOJIOB.



N CcTOUYHNKN AaMHMHOKHCJIOT

1. benku kopma (3K30reHHbIE aMUHOKHCIIOTHI).

2. benku TKaHeW MpH paciaie B MpoLecce X 0OHOBICHMS ( IpHU
y4acTUU (DEPMEHTOB KAaTCIICUHOB) — SHJOTCHHBIC
AMHUHOKHCJIOTHI.

3. CuHTE3 3aMEHHMMBIX aMHUHOKHUCJIOT U3 APYTUX BEIICCTB
(9HJI0T€HHbIC AMUHOKHCIIOTHI).
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Iy MCIOJIb30BAHNSA AMHUHOKHCJIOT B
OpraHu3Me

buocuHTe3 0€IKOB, CISU(PUUHBIX IS JAHHOTO OpraHU3Ma.

CuHTE3 OMOJOrMYE€CKHU aKTUBHBIX BEIIECTB ((PE€pMEHTOB,
TOPMOHOB, HEKOTOPBHIX BUTAMUHOB U JIp.).

CuHTE3 YITIEBOJOB, JIMIINIO0B.

OkucieHue sl MOayYeHUs SHEPTur (IPX OKUCIECHUHU | T
oenka BeiaensieTcs 17,1 xJx sHEprun).



Karatonunam

prabimitngidlgh VICTOMHMKK H NYTH HCRONL30BAHHA AMMHOKHCOT,

\‘ CDOHA \

Benku CBOD0AHBIX berku

ML AMWHOKUCROT TKAHeN
/ .

Cunres n3

yriesoaos \’ NHz —3 MovesuHa

Aso‘g;p:g::’aeume a-Ketoxucnorst JkckpeLs

COeANHEHUS J' \

/ \ mioko3a
CO; + H0O KetoHosblie Tena
BuorexnHbie FopMOHb! + ATO
aMMNHbI Hyxkneotuanl
fem

KpeatuH u ap.



KATABOIN3IM AMUHOKUCIIOT

AMHWHOKHCIOTBI, 00pa3yroIuyecs Mpu IEpeBapUBaAHUN OCIIKOB U
MOCTYyIAIIIME B KISCTKU TKaHEH, ITOJBEPrarTcs KaTaboInu3mMy
U aHa0oOJHM3My, a TaKXke CHeIU(PUIYCCKUM pPEaKIusiM, B
pe3ylbrare  KOTOPHIX  CHHTE3UPYIOTCS  OHMOJOTHYECKHU
AKTHBHBIC COCMHECHUS.

Kara0dou3zM 00JLIIMHCTBA AMHUHOKHCJIOT HAYUHAETCHA C
OTINEIJIEHUSI O-aMHHOIPynnbl. AMHWHOKHCIOTAa TEPSET
aMUHOTPYNITY B  pe3ydbTrare JBYX THUIIOB  PEAKIHM:
TpaHCAMHUHHUPOBAHUSI, 1€3aMUHUPOBAHHSL.



TpancamuHupoBaHue

TpancaMuHupoBaHHE — peEaKlMs MEPEHOCAa O-aMHUHOTPYMIIBI C
AMMHOKHCJIOTBI Ha O-KETOKHCIOTY, B pE3yJbTaT€ YEero
00pa3yroTCsi HOBas KETOKHUCIOTAa W HOBasg aMHUHOKHCIIOTA.
KoHcTaHnTa paBHOBeCHS il OOJIBIIMHCTBA TAaKUX pPEaKIMH
OlM3Ka K  €IUHUIE (Kp~1,0), MIO3TOMY  IIPOIECC
TpaHCAMMHHUPOBAHUS JIETKO OOpaTUM.

Peakuym  KaTalu3upylOT  (PEepMEHThI  aMHUHOTpPaHC(epassbl,

KO(DEPMEHTOM KOTOPBIX CIAYKUT upuaokcanb@ochar (I11D) —
MPOU3BOJHOE BUTAMUHA B (MMPUIOKCHHA).



?OOH
H-CH
Ri

AMKUHOKICNOTA

PeaKHI/IH TPAHCAMUWHHUPOBAHUSI

COOH ICOOH (|300H
——— 0= (|3 + HN "(|3H
Ry Ry R;

a-Ketokucnora a-KeTokucnora AMVHOKUCNOTA,




AMHUHOTpPaHC(hepa3bl

AmuHOTpaHcepa3bl OOHApPYKEHbI KaK B IIUTOIJIAa3ME, TaK U B
MUTOXOHIPUSIX KJICTOK 3YKapHOT. [Ipruém
MUTOXOHJIpUAJIbHBIE W I[MTOIUIa3MAaTHYECKUE  (DOPMBI
(bepMEHTOB Pa3IUYAOTCS IO (PU3UKO-XUMHUYESCKUM CBOMCTBAM.
B knerkax 4denoBeka HakjaeHo Oonee 10 amumHOTpaHchepas,
OTJIMYAIOIINXCS MO CyOCcTpaTHOM cnenu@uuHocTu. Betynars B
peakiMy  TpPAaHCAMHHHUPOBAHWUS  MOTYT  MOYTH  BCE
AMMHOKHCIIOTHI, 32 HCKJIIYEeHHMEM JM3MHA, TPEOHHHA U
MPOJIKNHA.



IIpucoenuHeHne nupuaokcaibpocdara K
AKTUBHOMYV LIEHTPY aMUHOTPaHCGhEPa3kI




>

OCHOBHO! NYTh TPAHCAMUHHUPOBAHUSA

Yame Bcero B peakuudax TPAaHCAMUHUPOBAHUIIL YYACTBYIOT

AMUHOKHCIIOTBI, COAEpKAaHUE KOTOPBIX B TKaHAX 3HAYUTEIHHO
BBIIIIE OCTAJIbHBIX — IIIyTaMaT, aJJAaHUH, Aacmaprar u

COOTBETCTBYIOIIME UM KETOKHUCIOTHI — O-KEeTOIJIyTapar,

NUPYBAT U OKcajoaneTat. OCHOBHBIM JOHOPOM aMUHOTPYIIIbI
CIIY>KUT TJIyTamar.

AKIIETITOPOM AMUAHOTPYIIIIbI 000H AMUHOKHCJIIOTHI,

[IOABEPraroIEUC TPAHCAMUHUPOBAHUIO, CIIYKUT

o-KeTorryrapar. [Ipunrumas
aMUHOTPYIIY, OH IPEBpallaeTCs B I[IIyTaMmar, KOTOPBIN
CIIOCOOCH mepenaBaThb ATy TIPYINYy JHO00H -KETOKHCIOTE C
oOpa3oBaHUEM JPYyroil aMUHOKHUCIIOTHI.
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CrneuuduyHocTs aMMHOTpaHCchepas

AMHUHOTpaHCc(pepasbl 001a1aK0T cyOcTpaTHOH
CNENU(PUIHOCTBIO K pa3HbIM aMHHOKHCIOTaM. B
TKaHSAX 4YelIOBeKa OOHapyxeHo Oonee 10 pasHBIX
amuHOTpaHchepa3. Hambonee  pacmpocTpaHEHHBIMU
(pepMeHTaMU B OOJBIIMHCTBE TKAHEH MJICKOIMTAIOIINAX
SABIAIOTCS  ajJJaHMHaMuHOTpaHcdepaza (AJIT) wm
acnapraramuHorpancgepasa (ACT).



AraHHAMUHOTPpAHCEpa3a

AJIT (ANAT) karanu3upyer peakiulo TPAaHCAMUHUPOBAHUSA
MEXKTY aJJAaHWHOM M 0-K€TOTJTYyTapaTOM.

Jlokanu3oBaH 3TOT (PEPMEHT B IIMTO30JIE KJIETOK MHOTHX
OpPraHOB, HO HAaHWOOJIBIIIEE €r0 KOJIUYECTBO OOHAPYKEHO B
KJIETKaX IMEYECHU U CEPJICYHON MBIIIIIBI.



AcnaparamMmuHOTpaHcdepasa

ACT (AcAT) karanu3upyeT peakuulo TpaHCAMUHHAPOBAHMS
MEXAY acmapraroM H  O-KETOIIIyTaparOM  aHAJIOTUYHO
IIPEIBITYIIEH.

B pe3ynbrare o0pa3yrorcs okcanoanerar u rmyramar. ACT umeet
KaK I[UTOIUIa3MAaTHYE€CKYK), TaK M MHTOXOHAPHAJIBbHYIO

dopmbl. HanborbIiee ero KoIm4ecTBO 0OHAPYKEHO B KJIETKaX
CepJCYHOM MBIIIIII U TICUYCHHU.

Tak xak HanOoabiee koaumuecTBo AJIT u ACT cocpeaoToueHo B
IIEUCHU ¥ MHOKApAEe, a COJAEp:KaHHE B KPOBU OUEHb HM3KOE,
MOKHO TOBOPHUTh 00 OpraHoCIeIu(PUIHOCTH ITUX (PEPMEHTOB.

[Ipn nHdapkTe MHOKapAa OTMEYAIOT 3HAYUTEILHOE YBEIMUYCHHUE
aktupHoctu ACT, a npu  3a00leBaHMUSAX  IMCYCHMU
YBEJIMYNBACTCA aKTUBHOCTH AJIT.



buojgornueckoe 3HAUYEHHUE
TPAaHCAMMHHUPOBAHUSA

Peakiiyuu TpaHCAMHUHUPOBAHUS UIPAIOT OOMIBIIYIO POJb B OOMEHE
aMMHOKHCHOT. II0CKOJIBKY 3TOT mpolecc o0patuM, (pepMEHTHI
aMMHOTpaHchepa3bl (QYHKIMOHUPYIOT KakK B Mpoleccax
KaTa0doa13Ma, TaK )| OMOCHHTE3a AMHHOKHCJIOT.
TpancaMUHUPOBAHHUE - 3aAKJIKYMUTEJIbHBIM 3TAall CHUHTE3a
3aMeHHMbIX AMHUHOKHCJIOT U3 COOTBETCTBYIOIIMX
KETOKHUCIIOT, €CJIM OHHM B JaHHBIA MOMEHT HEOOXOIUMBI
KJIeTKkaM. B pe3ynbprare IPOMCXOAUT MepepachnpeacicHue
AMMHHOTO a30Ta B TKaHSIX OpraHU3Ma.

TpaHcaMMHUpOBaHHWE - MepBas CTagus JI€3aMHAHHAPOBAHMS
OOJILIIMHCTBA AMHHOKHUCIIOT, T.€. HAYAJBLHBIM JTam HX
KaTad0JIn3Ma.



I[CBaMI/IHHpOBaHI/Ie AMHUHOKHNCJIOT

I[e3aMI/IHI/IpOBaHI/Ie AMHUHOKHCJIO0OT — pPCaAKIMs OTIICINICHUA
O-aMHUHOI'DYIIIIBI OT AaMHHOKHCIIOTBI, B PEC3YJIbTATC YCIO

o0pa3yeTcsl COOTBETCTBYIOIIAS (-KETOKHMCIIOTA (0€3a30TUCThIN
OCTaTOK) W BBIJICIISICTCS MOJIEKYJla aMMHaKa.

Ammuak TokcnueH i [ITHC, mosToMy B OpraHusmMe 4ejioBeKa U

MJICKOITMTAIOIINX OH IIPEBPAIIACTCS B HETOKCHYHOE XOPOIIIO
PAcCTBOPUMOE COCTMHEHUE — MOYEBUHY.



BuaAbl Ae3aMuHUPOBAHUA

OKucAnTeEABHOE (MAET B ABE CTYIIEHHN);
BoccramoBureapHnoe;

l mApoAnTIUIECKOE;
BrayrpumMoaekyasapHoOe;

TpancamuHIpPOBAHHE.



Oxucaumensrioe esamunuposarie

s Hamnboaee akTHBHO B TKAHAX IIPONCXOAUT A€32-
MIHHPOBAHHE TAYTAMIHOBOU KICAOTHI. PeakImro
KAaTAAU3HPYEeT PEPMEHT FAYyTAMATAECTUAPOIrE€HA34,
KO(PEPMEHTOM IAYTAMATACTHAPOTEHA3EL ABAACTCSA
NAD™. Peakrus uaér B 2 srarra. Buauase mpoucxoant
dhepMeEHTATHUBHOE ACTHUAPHPOBAHIE TAyTAMATA 1
OOPA30BAHNE UMUHOTAYTAPATA, 3aTEM —
HePEPMEHTATUBHOE THAPOAUTHYIECKOE OTIIIETIACHHE
VMHHOTPYIIITEL B BUAE€ AMMHAKA, B PE3YABTATE YETO
00OpPa3yeTcs a-KETOTAyTapaT.



I[GB&MHHI/IPOBEIHI/IG rIyrTaMdra

(lZOOH

NAD* NADH+H"

CH2 #

éH —NH, [nyramarperupporedasa  C— NH
| 1
COOH COOH
nyramar a-UmuHornytapar

H-0

I
COOH
a-Ketornyrapar




Henpamoe oesamunuposarue
(mparicoesamunuposarie)

s DOABIIIMHCTBO AMHHOKHUCAOT HE CITOCOOHO
AC3AMHHHUPOBATBCSA B OAHY CTAAUIO, TOAOOHO ['Ay.
AMHPHOTPYHITB TAKUX AMHHOKHCAOT B PE3YABTATE
TPAHCAMUHUPOBAHUSA IEPEHOCATCA HA X-KETOTAYTAPAT C
OOPA30BAHUEM T'AYTAMIHOBOM KHCAOTHI, KOTOPAs 3aTEM
ITOABEPTAETCSA IIPAMOMY OKHICAUTEABHOMY
AC3AMHUHHIPOBAHIIO. 1aKON MEXaHU3M
A€3AMUHUPOBAHUA AMIHOKHUCAOT B 2 CTAAUHM IIOAYIHA
HA3BAHUE TPAHCAC3AMUHHUPOBAHUSA, HAW HEIIPAMOTO
AC3AMITHIPOBAHUSA:

AMUHOKMCHIOTA a-KI
nytamar-
AMuHoTpaHceepasa aernaporeHasa

NAD"*
a~-Ketokucnora rny




BoccramoBureapHOE
A€3AMUHUPOBAHUE



I'mapoAanTHUECKOE
A€3AMHUHUPOBAHUE



BryTrpuMoaekyaapHoe
A€3aMUHHUPOBAHUE



Cnenudunueckue nyru KaTadoAu3sma
AMUHOKHUCAOT

CH; OH H:0 H CH3 H0 Chy

CH NHz——L' C NH,— C NH—L-* C 0 + NH;

Cepuraeruapa- |

CoOH PSR 0OH  COOH COOH
L-Capu pysar




Cnenudunueckue nyru KaTadoAu3sma
AMUHOKHUCAOT



I AMKoremublie 1 KEeTOI'€HHBIE
AMHUHOKUCAOTBI

s AMHHOKHCAOTHI, KOTOPBIE B IIPOITECCE KATAOOAM3MA
IIpEBpAIArOTCA B TUPyBaT, okcaroarerat (LLIVK) u
dochoeHOATTIPYBAT, MOTYT OBITH NCITOAB30BAHBI AAS
CHHTE32 TATOKO3BI(TAFOKOHEOTEHE3) 1 HA3BIBAFOTCS
2AUKOZEHHBIMU,

s AMHHOKHCAOTEL, U3 KOTOPBIX CHHTE3 JTAEBOAOB HE
BO3MOKEH, TAK KaK B XOAE KATAOOAM3MA OHU
IIPEBPAIIAIOTCA B arfeToaneTaTr 1 aneTuA-KoA,
HA3BIBAIOT KEMOZEHHbIMU.



I AMKoremublie 1 KEeTOI'€HHBIE

AMHOKUNCAOTBI

I 1TuxoreHHbIe

AnaHuH
ApPruHUH
AcriaparuHoBast
KHCJI0Ta
Llnucrenn

[ TyramMuHOBas
KHCJI0Ta

| Q070005051
Acriaparvux

[ uctuoun
MeTrnoHuH
[IponuH
CepuH
TpeonuH

[ TtyTamuH
Banun

Kerorennnble IJIMKOreHHBbIE

Jlentiuua

A KETOI'CHHLIC

M30mennun
JIn3un
deHMIIaIaHuH
Tuposzun
Tpunrodan



AeKapOOKCUANPOBAHUE
AMUHOKHCAOT



burnorormueckas POABb T'ICTAMUHA

Muoro obOpasyercs B 09are BOCIIaACHUA: OOAAAAET
COCYAOPACIIHAPSAIOINNAM ACUCTBUEM, YCKOPAET IPUTOK
AEHUKOIUTOB M AKTUBUPYET 3AIIUTHEIE CHABI B OOpBOE C
WHPEKITHE.

OO0pasyeTcs B CAU3UCTOM KEAVAKA, TAC AKTUBUPYET
cexperuro nerncuaorena u HCL

AEIIOHUPYETCA B TYIHBIX KACTKAX COEAMHUTEABHON
TKAHHU B BUAC OCAKOBO-TEIAPHHOBOTO KOMIIAEKCA.

Muorne aHTUBOCTOAUTEABHBIE CPEACTBA IO MEXAHU3MY
ACUCTBUA ABAAFOTCA AHTUTUCTAMUHHBIMU.



AeKapOOKCUANPOBAHUE
AMUHOKHCAOT



TokcnuHOCTH aMMHaAKa

AMMHaK JIETKO IIPOHUKAET Y€pe3 MeMOpaHbI B KJIETKH U B
MMUTOXOHAPHUSAX CABUTACT PEAKINIO, KATATU3UPYEMYIO
[IyTaMaTACruApPOTreHa30M, B CTOPOHY 00pa30BaHMs
rIyTamMara:

a-Kerormyrapar + NADH + H+ + NH, -» ['myramar +
NAD+.

YMEHBIIECHNE KOHIICHTPAIUX a-KETOITIyTapara BhI3bIBAET:

yrHeTeHHe OOMEHA aMUHOKHUCIOT (pEeaKIuyu TpaHCa-
MHMHHUPOBAHUSA) U, CIICAOBATEIbHO, CHHTE3a U3 HUX
HEMpoOMEeaUaTOPOB (ALCTUIXO0JIMHA, Jo(haMUHA U JIp.);

TMII0YHEPreTHYECKOe COCTOSHUE B PE3YJIHLTATE
cHkenus ckopoctu 1[TK.



TokcnuHOCTH aMMHaAKa

[ToBbIIEHHE KOHLICHTPALMM aMMHaKa B KpoBH caBuraeT pH B
IECJIOYHYIO CTOPOHY (BBI3BIBAET AJIKAJ03). DTO, B CBOIO OUEPE/b,
YBEJINYMBACT CPOACTBO réMONNIOOMHA K KUCIOPOAY, YTO MPUBOAUT K
TUMOKCUY TKaHeH, HakomieHui0 CO, v TUIIO3HEPTETUIECKOMY
COCTOSIHHIO, OT KOTOPOTO IMIaBHBIM 00pa3oM CTpaJiacT roJI0BHOM
MO3T.

BrICcOKME KOHIIEHTpALIMU aMMHaKa CTUMYJIUPYIOT CUHTE3
IyTAMHAHA U3 INIyTaMara B HCpBHOM TKaHU (ITPU yYaCTHH
[Ty TAMUHCUHTETA3bI):

[myramar + NH, + AT® —» Ilnyramun + AJI® + H,PO,.

HakoruieHue miyraMuHa B KJIIETKaX HEUPOIIIMU TIPUBOIUT K
MOBBIIIICHUIO OCMOTHYECKOIO JABJICHUS B HUX, HA0yXaHUIO
ACTPOIIMTOB U B OOJBIINX KOHIIEHTPAIUSAX MOXKET BbI3BaTh OTEK
MO3ra.



IIyt; 00e3BpesKMBaHNUA AMMHUAKA

= Bpemennoe oOesBpexkuBaHne (BO BCEX TKAHAX):
- 0Opa30BaHUE AMMOHHUIHBIX COACH;

- 0OPA30BAHNE AMIAOB AHKAPOOHOBBIX
AMUIHOKHCAOT (TAYTAMHUHA U aCllaparuHa).

s Koneunoe (okoHIaTEeABPHOE) 00E3BpEKUBAHIE (B
IICYEHN):

- CHHTE3 MOYEBUHBI (OPHUTHHOBBIN ITHKA).



) )
COOH +NH, COONH,
OpraHuyeckas aMMOHUKHAs

KHUCJIOTA COJIb OpraHnu4. K-ThbI



+NH

COOH

CH.
CHNH
COOH
acraprar

_0
C = NH,

CH, +HO
+NH,” éHNH
TATO  COOH .

acIaparvuH



CBsa3bIBaHHE aMMHaKa

OCHOBHOU PEAKIIMEN CBA3BIBAHUA AMMHAKA,
ITPOTEKAIOIIEN BO BCEX TKAHAX OPraHU3MA, SABASIETCA
CHHTE3 TAYTAMHHA ITOA ACUCTBUEM T'AYTAMUWH-
CHUHTETA3HL:

(IJOOH @ (I)O —NH;

CH; CHa

| l
(1:H2 %—T’ ?Hz
H1C— NH; HC — NH;

: |
COOH ATO  AlO+PI — poon
nmyTamMuHCUHTeTa3a

myTamar I'nyTamuH




] AyramMmH — OCHOBHOU AOHOpP 2430Ta B
OPTaHU3ME.

Brericoknil ypoBeHBb TAyTAMUHA B KPOBU U AETKOCTD €O
ITOCTYIIACHHSA B KAETKH OOYCAOBAHBAIOT
VICITOAB30BAHUE TAYTAMIHA BO MHOTUX aHAOOAITYECKIX
IIpOIIeccax. AMHUAHBIN a30T TAYTAMIHA UCIIOAB3YETCA
AAfl CHHTE32 IIYPUHOBHIX U ITNPUMUANHOBBIX
HYKACOTHAOB, ACHIAPATMHA, AMIHOCAXAPOB U APYIHX
COEAVHEHUM.

benku
MypuHb

4 MupMMHUanHL!
‘Q AcnaparmH
\‘

AmuHocaxapa
nioko3a

flyTh ucnonb3soBaHus rnyramuHa B OpraHu3me.



OpHUTHHOBBIN ITUKA

= MouyeBuHa — OCHOBHOM KOHEYHBIN
IIPOAYKT a30THCTOIO OOMEHA, B COCTABE
KOTOPOTO U3 OpraHmsMa BeiaeadeTcss A0 90%o
BCET'O BBIBOAMOIO 230Ta. DKCKPEIIUA MOYEBUHBL
B HOpMeE cocTtaBaser -25 r/cyrt. [1pn
ITOBBIIIIEHIHT KOAMYIECTBA IIOTPEOAAEMBIX C
ITUITIEHT OEAKOB 9KCKPEITS MOYEBUHEI
yBeAnumuBaeTca. MoueBruHA CUHTE3UPYETCHA
TOABKO B IICUCHU.



OpHUTHUHOBBIN ITUKJI

2ATO 2 Al +Pi h|mz

Ny + CO, + HyO —_—— N C=0

Kapﬁamoun@;:gg?mume'raaa | (|)P03H2

Kap6amounchocchar




OpPHUTUHOBBIH IIUKII

NH,

NH, NH, HaPO, 6=0

l |
C=0 + CHp L

oo L OpHUTUH- t
aH; IH —NH2 kap6amonntpancdepasa ((|)H2)3

COOH (]:H —NH,

Kapbamoundocdar OpHUTUH COOH
LutpynnuH




OpPHUTUHOBBIH IIUKII

NH; COOH

| | AT® AMD + HP;0;
('i::O NH2 — (FH > »

NH * CH. APryHUHOCYKLIMHAT-
(IZOOH CUHTeTa3a

(C::Hz)s
(i‘,H —NH:
COOH
LinTpynnux Acnaprart ApPruHUHOCYKUMUHAT




OPHUTHHOBBIU ITAKII

?{IH COOH NH C|)OOH
|
Cli— NH — (l.‘.H

|
?"NHZ CH

» |
NH ?Hz ApPrUHUHOCYKUMHAT- '?'H *  CH

(C:H2)3 COOH  rwasa G Anis
CliH —NH; CI)H —NH;
COOH COOH
APrMHUHOCYKLUHAT ApruHuH dymapar




OPHUTHHOBBIU ITAKII

NH; NH;

|
E (?H2)3 + (:'3= O

ApriHasa C|H —NH;  NH,
COOH

OpHutuH  MouesuHa

ADPrHuH



CxeMa OpHUTHHOBOIO ITUKAQ

AMUHOKMCIIOTA,

YTpancaMuHnupobBaHue
C a-Kerornyraparom

p— Mnyramar

hd L
Mouesuna NH; — ‘i:i; - Ntz

O

OpHnTUH
H2O

e Aprunasa
cuHTerasa 1

ABTWHGH 2 AT® + Pi
dymapar KapBamoundocdar

ADIrvMHUHO- OprHnTun-
cyKumHar- OpHATHHOBLING Kap6aMoWsi-

nuasa BuKn Tparicpepasa
Pi
APruHUHOCYKLIMHAT

tUnrpynnud
APriHUHOCYKUMHAT -

KRAG + BE cuHTeTasa

Linrpynnuvd

Acnaprar

TpaHcamuxsnposaHme
€ oKkcanoauerarom

Cnyramar

Tparkcamuumposasve
C a-KeTornyTaparom

AMUHORMCHOTa2




IIpu 00pa3zoBaHUU MOYEBUHbI UCIIOJIb3YeTCH

A) aMMHaK — OJTHa MOJIEKYJIA
b) CO, — oxna mosnekyna

B) amuHOrpyImnmna acrmapariHoBOM KHCIJIOThI — OJIHA MOJIEKYJa

[Ipn 00pa3zoBaHUM OAHOM MOJIEKYJIbl MOYEBHUHBI PACXOIYETCS TPU
MOJIEKYJIbI ATO.



Anaboanyeckasa paza ooOMeHa
O€AKOB

s Cumres3 3aMeHUMBIX AMHHOKHUCAOT.
s CuHTes crrermmduaeckux OEAKOB.
s CuHTE3 230TCOAECPKAIIUX BEIIIECTB!

-OUOreHHbIE AMUHDL;

-TOPMOHBI OEAKOBOM U ITOAHUIIEIITHAHON IIPHPOAHT;

-TEM U AD.



CunarTe3 3aMEeHUMBIX AMUHOKHUCAOT

= YTAEPOAHBIM CKEACT 3aMECHUMBIX AMUHOKHCAOT
00Opa3yeTcs U3 IIPOMEKYTOIHBIX METAOOAUTOB
ITATKOAHN32, IEHTO30(POC(PATHOTO IIyTH, ITTKA2
TPUKAPOOHOBBIX KACAOT.

s [yt OmocmHaTE32 AMHHOKHCAOT:

-IIpAMOE (BOCCTAHOBHTEABHOE) AMUHUPOBAHUE

X-KETOKHCAOT;

—peaKHI/II/I TpaHCaMI/IHI/IpOBaHI/IH.



BoccranoBuTeABHOE aMUHHUPOBAHHUE
o-KETOKHCAOT



TpauncammHupoBaHTE



IIpeAniecCTBEHHUKY 3aMEHUMBIX
AMHUHOKHUCAOT



O0Opa3zoBaHue aMMHOKMCJIOT U3 YIJIEBOIAOB

CH,CO - S - KoA

IJII0KO3a —— MOJIOYHAs KUCI0Ta
YK
O-KE€TOINIFOTapaT

J

AMHWHOKHNCJIOTHI

KHUP

-+



