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MeTabonnim aMMHOKUCIOT

OCHOBHbIM 3K30reHHbIM UCTOYHUKOM aMMHOKUCIOT ABNAKOTCHA Benku
NULLN, OHM NEPEeBOAATCA B AOCTYMHYIO AN opraHmM3amMa popmy npu
nepeBapmuBaHuUM Noa AeNCTBUEM NPOTEONUTUYECKUX DEPMEHTOB, BXOASLLINX
B COCTaB XeNyao4YHO-KMLWeEYHbIX cekpeToB. CBOOOAHbIE aMUHOKUCNOTHI
BCACbIBAOTCSA U NOCNe TpaHcnopTa KPOBbIO BKMNOYAOTCS B KNETKax B
pa3nnyHble MeTabonunyeckne NyTun, rmaBHbIM U3 KOTOPbIX ABNSIETCS CUHTES
CODCTBEHHbLIX 6eNKoB. AMMHOKMCNOTbLI UCNOMb3YTCA ANS CUHTe3a Apyrnx
asoTcogepXxalluux coeguHEHUN, HanpuMep Takux, Kak TUPOKCUH,
agpeHarnuH, rmcCTaMunH, BbIMOSTHAKOLLMX crieundumndeckme yHKLMN.
AMUHOKMUCNOTbI CIyXaT TakkKe NCTOYHUKOM SHEPrun, BKITHOYasACb B NYTb
kaTabonunama. ICTOYHUKM aMUHOKUCIIOT U NYTU UX NCMOSTb30BaHNS
npeacrtasneHbl Ha puc. 1.

Pacnag TkaHeBbIx 6enkoB (~ 400 r B cyTkM) He obecnevnBaeT 3aTpar
aMUHOKMCIOT, HEOBXOAUMBIX NMPU UCNOMb30BaHUN NX KaK MCXOAHbIX
BELLLECTB Ansa Katabonnama unu cuHTe3a Apyrnx asotcogepKaLlmx
coegmnHeHnin. CMHTE3 aMUHOKUCIOT N3 YrNeBodoB Takke He obecrneymBaeT
BCeX NOTpebHOCTeN opraHM3mMa, Tak Kak U3 yrreBogoB BO3MOXEH CUHTE3
NULWLb YrNepogHon YacTu aMUHOKMUCNOT, Ha3blBaEMbIX 3aMEHUMbIMM.
OCHOBHbIM UCTOYHMKOM aMUHOKUCIIOT ABNIAIOTCA OENnKU NULLN.



Beaxkn nmumm —

100r/cyTkn
Benxn 3

Donjyy

TKAHeH |

> CBOOOHBIX

Cunres-
S00r/cyT

A3zoTcoaepikaniye
Cunres 0e. IKOBbIE
3aMEeHIMBIX COC/TMHEHU S

AMHHOKHCJIOT

TIMoamaMuHBI

AMHHOKHCJIOT

35r

——

/ IJKCKpeuusi

MouyeBHHA

/'

NH,

|

KETOKHCIOTHI

I1roko03a

H,O
CO,

ATD

CO,
/ Buorennsie
" aMHHBI
I'em
HyxsieoTnabl
Kapanrun Kpearnn H TIL
v
T'opmoHBI

Puc. 1. UCTOUYHUKUN 1 nyTn ncnos$ib3oBaHNA aMMHOKUCIIOT:
a — CUHTEe3 13 YyrneBodoB (BO3MOXEH TOMbKO AN rpynnbl 3aMeHMMbIX aMUHOKUCIOT). Bbibop oaHoro us

meTabonuyecknx nyten (O, B, ') 3aBUCUT OT CTPOEHUS aMUHOKUCIOTbI, PU3NYECKOTO COCTOSHUS

opraHun3dmMa u perynaumm



MeTabonmam aMMHOKUCKIOT.

A30TUCTbIU OanaHc

A30TUCTbIM BanaHc — 3TO pasHuUa MeXQy KONMM4ecTBOM a30Ta,
NOCTYyNaoLEro ¢ NULWeNn, N KONM4YeCTBOM BblAENSEMOro asoTa (B
OCHOBHOM B cOCTaBe Mo4YeBUHbI). 95% Bcero asoTta B opraHusme
NpMXoanTcAa Ha OOs0 aMUHOKUCNOT. CrnegoBaTenbHO, a30TUCTLIN
banaHc xapakTepuayeT COCTOSAHME BENKOBOro U aMUHOKUCIOTHOIO
obmeHa.

A30TncToe paBHOBecUe (KONM4ecTBO BbIBOAMMOIO a3oTa paBHO
KONMYeCTBY NOCTYNAalOLLLEro) xapakTepHo Afist 300POBOro YeroBeKka ¢
HOpMarbHbIM PUTMOM MUTAHUS.

lNonoXxutenbHbIN a30TUCTbLIN 6anaHc (BbIBOAMUTCA a3oTa
MEHbLLIE, YEM MOCTYyrNaeT) MMeeT MeCTO B Nepuno pocTta opraHu3ma
NN NpuU BbI3AOPOBIEHNN NOCHE UCTOLL AKX 3aboneBaHni.

OTpuuaTenbHbIN a30TUCTbLIU GanaHc (BbIBOANTCA a3oTa bonbLue,
4yeM NOCTYNaeT) XapakTepeH ANs TeYEHUs1 NCToLLaloLLNX
3aboneBaHuin, COCTOSAHUS FONOAAHUS, CTapEeHuUS.



MeTabonmam aMMHOKUCKIOT.

NepeBapuBaHue Genkos

Benkn npeactaBnsAT cOO0M BbICOKOMOMEKYISIPHbIE NONUMEPHI,
obpa3oBaHHble 20 aMUHOKUCIIOTaMK, COeaMHEHHBIMM NENTUAHbIMU CBA3SMU. B
)Kenyao4YHOKMLLEYHOM TpakTe Benku nogsepraroTcs rmaponnTn4eckomy
pacLlenneHnto Jo0aMUHOKUCITIOT-MOHOMEPOB, KOTOPblE BCaCbIBalOTCS U 3aTEM
MOCTYNAaloT B KNETKN TKAHEMN.

lNepeBapvBaHue NuULLEBbLIX OEJIKOB HAa4YMHAETCA B XemNyaKe U 3aBepluaeTcs B
TOHKOM KMLLIEYHMKE NoL OeNCTBMEM NPOTEONTUTUYECKNX (hepMEHTOB
(nenTngrngponas, nentugas, nporteas —Ha3BaHUA-CUHOHUMBI). B cooTBeTCTBUM
C MEXaHMU3MOM OEeNCTBUSA 3TN PEPMEHTbI OeNAT Ha ABe rpynnbl: 3HAO0- U
aK3onenTtugasbl. AHAoNenTUAasbl: NencuH, TPUNCUH U XUMOTPUNCUH,
pacLLensisgoT NenTuaHble CBA3W, pacnosioXXeHHble BO BHYTPEHHUX yYacTKax
nonunenTunaHon uenn. OHU CUHTE3NPYIOTCS B BUOE HEAKTUBHbBIX
npeaLecTBEHHNKOB NpodepMeHTOB. Takum cnocobom CekpeTupyroLLne KneTku
3amLaoT cBou COBCTBEHHbIE BENKN OT paspyLUeHns aTUMN oepMeHTaMu.,
[Tocne cekpeunn nNpogepmMeHTbl aKTUBUPYHOTCA B NPOCBETE Xenyaka unu
KALLEYHMKa nyTeM YacTUYHOro npoteonusa (tabsn.1). B Hopme cnnaucras
obonoyka Xxenyaka v KnwevyHnka salumuieHa oT 4eNCTBUSA NpoTeas Crioem
cnusn. [NoBepXHOCTHbIN NonuncaxapuaHbii CIION nnasmaTu4yeckon memopaHol
TaKkKe npefoxpaHseT KrneTky OT 4eNCTBUS NpoTeas.



MeTtabonuam amuHokucror. [lepeBapunBaHmne 6enkos

Tabnuua 1
JHaonenTnaasbl XenyaovYHO-KULWEYHOro TpakTa
MecToO MecTOo n MexaHun3m
NMpodepmeHT AxTuBaTtop
CUHTe3a aKTnBauuum
[naBHble [MonocTb xenygka. HCI, nencuH,
KINEeTKU i, y ayToakTUBHas
MencuHoreH OTtwenneHne N-KoHLEBOW YacTu y
KRenyaka (42 ocTaTka aMUHOKMNCIOT)
[Mogxenynou- | [oNoCTb TOHKOMO KULLIEYHUKA. OHTeponenTun-
Hasa kenesa - Jasa KneTok
TpUNCHHOTEH OTtwenneHne N-KoHLEeBOro
rekcanentuaa. KULLIEYHWNKa
[Mogpxkenynoy- | [ofIoCTb TOHKOrO KMLWEYHUKA. TpuncuH
HaA XKeresa PacwenneHne 3 nenTuaHbIX CBA3EN
XumoTpuncu- .
HOMEH Cc obpasoBaHMEM TPEX NENTUAHbIX
Lenen, coeanHEeHHbIX
aNCcynbMUOHLIMU MOCTUKaMN.




MeTabonmam aMMHOKUCKIOT.

NepeBapuBaHue GenkoB B Xxenyake

BOoMbLUMHCTBO HATMBHbLIX NULWEBBLIX BENKOB MMEKOT CTPYKTYPY KOMMAKTHOW rrobynbl
N NO3TOMY 3HaAYUTENbHAas YacTb NENTUAHLIX CBSA3EN HEAOCTYNHa Angd
rmaponutndecknx depmeHToB. OTcloga BO3HUKAET HEODXOAMMOCTL B
npeaBapuTenbHoOW geHatypaummn benka, Kotopasi IPOUCXoaUT B Xenyake,
coaepXXumoe Kotoporo umeet pH ~ 2 bnarogapsi cekpeunmn odknagovyHbIMU KneTkamu
cnusncton HCI. B kncnowm cpege HapywarTcss MHOrne crnabble cBs3n,
cTabunuanpytowme 6enkosyto rrnobyny, oHa pasBopavymBaeTcs, Aenas 4oCTYNHbIMA
cBs3n ans npoteonunaa. ConsiHasa KMUCroTa BbIMOMHAET 1 Apyrue yHKUMN:

co3gaeT Gapbep, NPenaTCTBYOLWMIA NONagaHWI0 NaToOreHHbIX 6GakTepuii B KULLEYHUK;
y4yacTByeT B aKTMBaLMM NENCUHOreHa.

NMencuHoreH B npucytctemumn HCI npuobpeTaet 4YacTUYHYIO MPOTEONTUTUYECKYIO
aKTUBHOCTb BCNeacTBue NPOTOHMPOBAHUSA HEKOTOPLIX FPYMN U NU3MEHeHNS
KOHdbopMaumn. AKTUBMPOBaHHbIN Takum 06pa3omM NencUHOreH Katanusnpyer
OTLLenneHne oT Apyron Monekynbl nencnHoreHa N-kKoHUeBomn4acTu, cogepxxawimnm 42
aMUHOKNCNOTbI, NepeBoas epMeHT B akTUBHYO dpopmy. ObpasoBaHHbIN NENCUH
KaTannaupyeT npeBpaLleHne gpyrux Mosiekyn nerncuHoreHa. Takum obpasom,
NPOaYKT peaKkumnm — nerncuH yckopsieT ceoe cobcTBeHHOe obpasoBaHue. [1ogo6HbIN
TUN aKTUBaLUMN Ha3blBaeTCS ayToakTUBaLMeEN.

[Mpn MHOrMX 3aboneBaHNNAX Xenyao4yHO-KULIEYHOro TpakTa HapyLlaeTca cekpeuns
HCI n nencnHorena. ameHeHne koHueHTpaunn HCI n nencuHa B Xenygo4yHoM Coke
NCNonb3yeTcs AN AMarHOCTUKN HEKOTOPbLIX 3aboneBaHnn Xxenyaka.



MeTabonmam aMMHOKUCKIOT.

MNepeBapuBaHue 6eNKOB B KULLEYHUKE

YacTnyHo nepeBapeHHasqa B Xernyake nuiia (Xumyc) ganee nonagaer B
ABeHaauaTMNepCTHY0 KULWWKY. KUCNbIM XUMYC CTUMYITUPYET BblAeneHne
KIeTKaMy KULLIEYHMKa B KPOBb TOPMOHOB CEKpeTMHa U XONELNCTOKNHUHA,
KOTOpble, B CBOK o4yepenb, CTUMYIUPYIOT CEKPELMIO MaHKpeaTU4eCKOro
coka. oHbl HCO3',Conep>Kau.W|ecs'-| B NaHKpeaTU4yeCckoM COKe,
HENTPanu3yrT XenyaoyHbl COK, noBbiwas pH oo ~7, n cosgatot
OnTUMarbHYI0 Cpeany Ons encTBUs naHkpeaTndyecknx pepmMmeHToB
TpPUNCUHaA U XMMOTPUICHHA.

AKTMBaUuA TPUNCUHOreHa nponucxoauT rnog aencremem pepmeHTa
3HTeponenTuaa3sbl, CUHTE3UPYEMOWN KIeTKaMu KNLWEeYHMKA. DTOT PepMeHT
oTwenndaet N-KOHLEeBOW rekcanenTna TPMNCUHOIeHa, YTO CONpoBOXaaeTcH
N3MeHEeHNeM KoHopmaLmmn n obpasoBaHMeM aKTUBHOIO pepMeHTa.
OHTeponenTnaasa Kkarannsmpyet obpasoBaHue nuwb HEOONbLLIOIo
KonmdectBa TpurncuHa. OCHOBHOE KONMYeCcTBO TpuUrncmnHa obpasyeTtcs ns
TPUNCUHOreHa B pesyrbraTe ayToakTMBaunu.

[pyrne npodepeMeHTbl NoaXKenyao4HOW Xere3bl: XMMOTPUNCUHOIEH,
npokapbokcunenTuaasa, npoanacra3sa, akTUBUPYHOTCSA TPUMCUHOM NMyTeM
4YaCTMYHOrO NpoTeonmaa (puc. 2).
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Puc. 2. AKTuBauusa naHKkpeaTn4ecKkux nporeas



MeTabonnam ammHokncnorT. lNepeBapuBaHne 6enkoB B KULLEYHUKE

[encteue aHgonenTunaas Ha 6enku pasnuyaeTcs nNo cyocTtpaTtHoOU
cneundprnyHOCTU. DTN PEPMEHTbLI rTMOPONN3YIOT C HAaNDOMbLLUEN CKOPOCTbIO
nenTugHble CBA3nN, 0bpasoBaHHble onpeaerieHHbIMY aMUHOKUCIIOTaMMU.

Jk3onentnaasbl. Kapbokcunentuagasbl U
aMuHonenTuaasbl rMaponuayloT NenTuabl, OTWENSSA aMUHOKUCOTHI
cooTBeTCcTBeHHO OT C- 1 N- KoHua nentnga. Aunentuaasbl pacluennaT
nenTUAHY CBA3b B annentngax. Kapbokcunentnoasa CUHTE3NPYETCA B
noaXXenyagodHom Xenese B BuAae npokapbokcunenTnaassl U akTUBMPYETCH B
KALLEYHUKEe nog AencTemem TpuncuHa. AMuUHoO- n gunentmaassol
CUHTE3NPYIOTCS B KNeTKax TOHKOro KuUeYHuKa. Bece KnweYvHble
aK3onenTnaasbl PYHKLMOHUPYHOT B OCHOBHOM BHYTPUKIIETOYHO B LLENTOYHON
KaeMKe anuTenusi, XoTst MoryT B HEOOMbLLOM KONIMYECTBE BbIAENATLCA B
NPOCBET KNLWIEYHUKA. DHAONENTNAA3bl U 3K30nenTnaasbl B COBOKYMNHOCTU
3aBepLuatoT rugponna denkos obpaszoBaHMeEM aMUHOKUCHOT (puc. 3, 4).
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Metabonunam amuHokucnor. [lepeBapmBaHme 6enKoB B KULLIEYHUKE

NMuweBas LeHHOCTb 6enkKa 3aBMUCUT OT €ro aMMHOKMUCIIOTHOIO CocTaBa U
CNOCODOHOCTM yCcBamBaTbCA OpraHM3amMoM. B 1abn. 2 ykazaHbl He3aMeHUMbIe
aMUWHOKUCIOTbI, NPUCYTCTBME KOTOPLIX B Derikax nuwim obasartenbHo, Tak
KaK MX CUHTE3 B OpraHn3me HeBO3MOXXEH; YaCTUYHO 3aMeHUMble
aMUHOKUCIOTbI, KOTOPbl€ B HEDOSbLLUNX KONMYECTBaxX CUHTE3UPYIOTCS B
OpraHM3Me; yCrOBHO 3aMeHUMble aMUHOKUCIIOTbI, 415 0bpasoBaHUs
KOTOPbIX HEOOXOAUMbI HE3aMEHUMbIE aMUHOKUCIIOThI, 1 3aMeHUMbIe
aMUHOKUCIOTbI, NOTPEDHOCTL B KOTOPbLIX MOXET ObITb BOCMOSHEHA
CUHTE30M 13 apyrux BellecTs. [NpucyTcTBue B benkax Bcex He3aaMeHUMbIX
aMUHOKMCIIOT roBOPUT O €ro NosfiHoUeHHOCTU. YeMm Bbllwe cogepxaHue
He3aMeHUMbIX aMUHOKMUCIOT, TeM bonbLle nNuiuieBas LLeHHOCTb benka.
Hopma G6enkoB B nutaHuu coctasndaeT npumepHo 100 r B cyTKu.

Hepocrtatok B Te4eHne ONUTeNbLHOro BpeMeHU NuLLEBbIX Benkos, boratbix
He3aMeHUMbIMU aMUHOKUCIIOTaMK, NpUBOAUT K 3abonesaHuio. YTobbl
BOCMOSTHUTb He4OCTalLMe aMUHOKUCIIOTbI, TKAHW HauynHatoT
rMaponn3oBaTb CBOU COOCTBEHHbIE DESikM C MOMOLLbIO TKaHEBbIX
npoTenHas. benkoBaa He4OCTATOYHOCTb NPOSABIIAETCA Yy AeTeN
HapyLleHneM pasBUTUS U PYHKUUN OpraHmM3ma.



Metabonuam amuHokucnort. [NepeBaprBaHme OEnKoB B KALLEYHUKE

Tabnuya 2
He3zameHuMmble YenosHo Hactudo 3amMeHnMble
3aMeHUMble 3aMUHUMBbIE
TpuntodpaH TnposuH [ucTngmH [MnunH
deHnnanaHuH LncrteunH ApPruHuH AnaHuH
JInamH CepuH
TpeoHuH [myTamaTt
MeTUOHUH [myTamMuH
JlenuuH Acnaprtart
N3onenunH AcnaparvH
BanuH [MponuH




Metabonunam amuHokucnor. [lepeBapmBaHme 6enKoB B KULLIEYHUKE

TpaHCNOPT aMMHOKMUCINOT U3 KULLEYHMKA B KPOBSIHOE
pycno ocyLlecTBNseTcs B ABa aTana.

CHa4ana aMMHOKUCIOTbI, 0bpa3oBaBLUMECS B
peayrneraTte rugposnmsa 6enkos, NPoOxXoadaT yepes
MeMbpaHy WEeTOYHOW KaMbl BHYTPb anuUTenunarnbHOn
KNEeTKN C NOMOLLb nepeHoc4ymkoB nytem Na™-
3aBNUCUMOro cumnopTa, Nogo6bHO NepeHocCy rMKo3bl.

[lanee cneundgunyeckme TpaHcnokasbl N0 MEXaHU3MY
obrneryeHHon anddy3nm NepPeHOCAT aMUHOKUCNOThLI B
KPOBb.



MeTabonmam aMMHOKUCKIOT.

Pacnag TkaHeBbIX 6enkKoB

benku TkaHen rmaponnayoTca U B HOpME B LENsSIX MX 06HOBNEHUS,
HO MpPoLECCHI rMaponm3a n cuHTesa 0enkoB TKAHEW B 3TOM cryyae
ypaBHoBeLleHbl. OCHOBHbIMW NpUYNHaMK pacnaga TKaHeBbIX
OenkoB ABNAITCA:

aeHaTypauma 6enkos, KOTopas MPOUCXO4UT B OpraHn3mMe
HernpepbIBHO;

CTapeHue KNeToK Unun nx noBpexneHne BHeLWHNUMU pakTtopamu
(M3nyYeHUs, TOKCUHDI);

YaCTUYHbIV NPOTEONN3, COMPOBOXAAEMbIN OTLLEMNIEHNEM YaCTU
nenTUOHOW Lenu, Kotopasi rmaponn3yeTca A0 aMUHOKUCIIOT,

rnaponuns 6enkos U pepMeHTOB, CoAepPKaLLMXCS B
nuuieBapuTenbHbIX cokax. Bce atu 6enku (~ 100 r B CyTKK)
nepesapuBaloTca ¢ obpasoBaHMeEM aMUHOKUCIIOT;

pa3pyLleHne 6enkoB (ropMOHOB, EPMEHTOB), y4aCTBYIOLLINX B
perynauum — MHAYKUUK U penpeccum cuHtTesa 6enkos.



BnocHTEe3s aMMHOKUCHIOT

PacteHusa n mHorne Buabl baktepum cogepxat
depMeHTHbIE CUCTEMBI, HEODOXOAUMbIE OIS
CUHTE3a BCEX TPEDYEMbIX O-KETOKUCIIOT.
KMBOTHbIE yTpaTUnM cNOCOOHOCTL
CUHTE3NPOBaTb HEKOTOPbIE A-KETOKUCIOTLI. OTU
KETOKMUCIIOTbl COOTBETCTBYIHOT HE3AMEHNMbIM
aMUHOKMcoTaMm. HekoTopble O-KETOKUCIOTh
(CoOTBETCTBYHOLLME 3aMEHNMbIM
aMMWHOKMCIIOTaM) MOryT obpasoBbiBaTbLCS B
pes3ynsrate MmetabonnamMa BeLwecTB ApYyrmx
KflaccoB, B OCHOBHOM [T1HOKO3bl (puc. 5).
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Puc. 5. CuHTe3 3aMeHUMbIX aMUHOKUCIIOT: TA — TpaHCaMWUHUPOBAHUE



BuocuHTE3s aMMHOKUCIIOT

3aKn4NTENbLHON peakunen B CUHTE3e aMUHOKUCIOT U3 a-
KETOKUCIIOT ABMIFETCA peakuusa TpaHCaMUHUPOBaHUA, B Xoae
KOTOPOWM aMUHOrpynna nepeHocuTca oT AOHOPHOM aMUHOKUCNOTHI K
aKkuenTopHOW a-KeTokucnoTte.B pesynbraTte nonyyaerca a-
KETOKUCIOTa U3 AJOHOPHOM aMUHOKUCNOTLI M HOBas aMMHOKKCOTA.
Peakuuto katannsnpyrTt pepMeHThl
aMuHoTpaHcdepasbl (TpaHCaMMHa3bl) C y4acTUEM KopepmMeHTa
nupupokcanbgocdara (npomssoaHoe BUTamuHa Bi). 31a peakuus
nerko obparuma. J1tobble aMUHOKMUCOTbI, KOTOPbIX B NULLE
HedOCTaTO4YHO, MOXHO MOSTy4YMUTb 3@ CYET UMEIOLLNXCH B U3BbITKE
NpW HaNM4YMmM COOTBETCTBYIOLLNX KETOKUCIIOT (puc. 5, 6).
ckrnoveHnem sBnsTCsA NMU3NUH U TPEOHUH, KOTOPLIE HE Y4acCTBYIOT
B peaKkuudax TpaHCaMUHUPOBaHUA. TpaHCaMUHMPOBaHWE
NPOUCXOOANT NPaKTUYECKMN BO BCEX opraHax. [1poMeXyToYHble
NPOAYKTbl HEKOTOPbLIX METADONMNYECKUX NYTEN ABNSAOTCA
KETOKUCIIOTaMWN N MOTYT BKITOYATbCA B TpaHCaMUHUPOBaHMe (puc.
D).
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B — npumepbl peakumn TpaHCaMUHUPOBAHUS
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Puc. 6. TpaHcaMuHUpOBaHUE aMUHOKUCHIOT:
A — obuwas peakuusi; b — nupugokcanbdocdaT B akTUBHOM LieHTPe DEPMEHTA;

B — npumepsbl peakunmn TpaHcCaMUHUPOBaHUS



BuocuHTE3s aMMHOKUCIIOT

MHorne ammHoTpaHcdepasbl NpeanodYTUTENBHO UCMNOSMb3YHOT O-
KeTornytapar Kak akLuentop amuHorpynnsbl. [Npu aTom obpasyetcs
rmyTamar. [lapa a-keTornytapar U rnytTaMarT LUMPOKO y4acTBYOT B
MeTabonuyecknx npeBpaLLeHnsaX aMMHOKUCIOT. Hanpumep, ¢ NoOMOLLbHO
peakunin TpaHCaMUHMPOBAaHUS OCYLLECTBMSETCH «nepebpocka
aMMHHOIO a3oTa M3 MbILLL, B NeYeHb. B paboTatolen MbillLe
npoucxoanT obpasoBaHne anaHnHa 13 NMPOBUHOrPaAHOM KACTOThI
nyTemMm TpaHcaMUHUPOBAHUS C rmyTamaToM. AraHMH NOCTYNaeT B KPOBb
1 3aTeM nornowjaeTcs nevyeHblo. B neyeHn nponcxoamt obpaTHas
peakuus, B pesynbsrarte KoTopon obpasyeTcs nupyBaT, UCMOMb3yeMbli B
rMoKoHeoreHese. [Toko3a MOXeT NocTynaTh B padboTatoLLyo MbILLILLY.
CospaeTcs rnioKo3oanaHMHOBLIN LMK, KOTOPbIA CIY>KUT AN nepeHoca
13 MbILLL, B NeYeHb NnupyBaTa u aMUHHOro asota (puc. 7).

TpaHcaMnHUpoBaHMe MOXET ObITb UCMOMNb30BaHO Kak A CMHTEe3a
aMUHOKMCIIOT (3akntounTenbHasa peakuus), Tak 1 ans katabonmsma
aMUHOKMCIOT. 3amMelLleHne aMUHOrpynnbl B aMUHOKUCHOTE Ha
KeTorpynny sABNSIeTCS NepBo cTaanein B kaTabonmame HEKOTOPbIX
aMWHOKWUCIOT.
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Puc. 7. Nnoko30anaHMHOBBLIN LIUKN:
PETNKK — docdoeHonnunpysatkapbokcukmHasa; NK — nupysatkapbokcunasa; AJTT
— anaHMHamMunHoTpaHcdepasa



1)

KaTabonuam aMmMHOKUCHOT

Katabonmam aMMHOKMUCNOT BKIOYaET ABa 3Tana:

Ae3aMnHNpoBaHue, 3aKsriroHaruleecqd B oTweneHnn
aMUHOrIpynrbl C O6p33088HVIeM KETOKNCIIOTHI,

KaTabosIn3M KETOKMCNOT — 6e3a30TUCTbIX OCTAaTKOB aMUHOKUCIIOT.
Katabonnam aMMHOKUCNOT B opraHn3mMe XMBOTHbIX MPONCXOONT B
ABYX pa3JIMvHbIX CUTYaLNA.

B HopManbHbIX YCNOBUSAX, KOoraa B ANETE MPUCYTCTBYET
N30bLITOYHOE KONMYECTBO Derka 1 nocre nepesapuBaHns u
BCacblBaHUSA U3ObITOYHbIE aMUHOKUCIIOThLI AE€3aMUHMNPYIOTCA, a
yrrnepoaHbIn ckenet (KETOKUCIoTa) NNu NCnonb3yeTcs ans
KOHBEPCUW B MMNKOTEH U NP, UNU OKUCIIAETCA ANs NonyvyeHus
aHepruu. lNpun ronogaHnm paspyLlatoTcs 6enku TKaHen, K
nony4atroumecsi nocne ge3aMmHMpPoOBaHUA KETOKUCNOTbI MOTyT
CNYXUTb ON19 CUHTE3a IMIKOo3bl B NPOLIECCE AN IMIOKOHeOoreHeaa,
NN anst OKUCNEHUSA, N U3BIIEYEHUSI IHEPTUN.



KaTtabonnam aMMHOKUCIOT

[Je3amMuHnpoBaHue — 3TO NpeBpaLleHne aMMHOKUCIIOT B
COOTBETCTBYIOLLNE O-KETOKUCSIOThI B pe3ynbrarte oTuweneHns
aMUHorpynnbl B Buge ammuaka. C HanbornbLuen CKOPOCTbHO
ae3amMmuHupyeTcs rnytammHoBagd kucnorta. Peakuma
COMPOBOXOAETCHA OKUCIIEHMEM, NO3TOMY Ha3blBAETCH
OKUCIUTENbHbIM Ae3aMmuHupoBaHmem. OKUCINTENbHOE
Oe3aMmuHMpoBaHUE ryTaMMHOBOW KUCIOTbI KaTannuampyer
NAD-3aBucumaga gerngporeHasa (puc. 8).
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Puc. 8. OkucnurenbHoe ae3aMMHUpOBaHUe rnyramara



KaTtabonnam aMMHOKUCIOT

OTa peakuma obpaTmma, HO ee OCHOBHasi ponb 3aKno4aeTcs B
OEe3aMUHUPOBAHNN, XOTS B HEKOTOPLIX OpraHax OHa MOXeT
npoTekaTb B CTOPOHY CUHTE3a rnyTaMMHOBOW KUCNOTLI. B xoae
Oe3aMUHUPOBaHMA riyTamMara ammHorpynna cpasy npespallaeTcs B
MOH aMMOHWUS, NOITOMY 3Ta peakunsl Ha3blBAETCS NPAMbIM
OKUCINUTENbHbIM Ae3aMUHUPOBaHUEM. BOMbLUNHCTBO
aMUHOKUCIIOT Ae3aMUHUPYIOTCS HENPSIMbIM MYyTEM, BKITHOYAKOLLNUM
ABa 3Tana:. 1) TpaHcaMUMHUpPOBaHMeE C A-KeTorfnyTtapaTtoMm C
oOpa3oBaHueM rnytamara; 2) OKUCIIUTeNbHOoe
Ae3aMUHUpoOBaHue rnmytamara (puc. 9).

MmMyTtamaTtgerngporeHasa — Kro4eBon pepMeHT KaTabonmama
amuHokmcnot. OHa annoctepudeckn nHrnonpyetca AT®, 'Te NADH
— nokKasaTensmm BbICOKOro 3HepreTu4yeckoro cratyca KneTku.
Bbicokue koHueHTpaunn AP akTMBMPYIOT rnytamataerngporeHasy,
Npyn y4aCTn KOTOPOWU aMUHOKMUCIIOThbI NpeBpaLLaroTCcA B
KETOKUCIOThI, MOCTYNarwLmne B UMTPATHbIN LMK Kak
9HepreTn4yeckune cyocrtparbl.
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Puc. 9. Henpﬂmoe ge3aMmMHnpoaHmne aMMHOKUNCIIOT



KaTtabonnam aMMHOKUCIOT

,ue3aMVIHVIpOBaHI/Ie rmcTtmamnHa, cepmHa " TpeoHnHa

rI/ICTI/I,EI,I/IH N CEPUH MOTIyT Ae3aMNHNPOBATbCA HEMNPAMbIM

nyTem, HO AN HUX CYLLECTBYET TakKe Opyron nyTb,
Ha3blBAEMbIN HEOKUCNUTENBHBIM Ae3aMUHUPOBaHNEM (puC.
10). [MOCKOSIbKY TPEOHUH HE y4acTBYET B peaKkumsax
TpaHCaMWUHUPOBAHUA, TO AN HEFO BO3MOXXEH TOJTbKO NYTb
HEOKNCITUTENBHOIO Ae3aMUHNPOBAHMAL.
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Puc. 10. lesamuHnpoBaHue ructngmHa (B), cepuna (A), TpeoHuHa (b)



Katabonnam aMUHOKMUCIOT. [le3samuHuMpoBaHue rmcTuamHa, CepuHa U TpPeoHUHa

KaTtabonnam 6e3a30TUCTbIX OCTAaTKOB, MNOJTyYEHHbIX B pe3yrnbraTe
Oe3aMUHUPOBaHNS aMUHOKUCNOT, NpuBOAUT K obpasoBaHuio NnMbo aueTun-
KoA unu kK obpasoBaHuo MeTabonnToB, CNOCODOHbLIX BKOYaTLCA B
[MIOKOHeoreHes3. Bce KETOKNCNOTbI CNOCOOHbLI OKUCIIATLCA B LMTPATHOM
LuMKne o CO2 n HZO c BblaeneHnem aHeprum (puc. 11). besasoTtuctble
OCTaTKM BONbLIMHCTBA aMUHOKMUCIOT Npu Katabonmame npoxoasaTt ctaanto
obpasoBaHuA okcanoaueTtara unu NnMPoBUHOIPaaHOW KUCNOTHI,
npeBpaLlasicb B HAX HEMOCPEACTBEHHO NMMBO onocpeaoBaHHO Yepes
NPOMEXYTOYHbIE NPOAYKTbI LUUTPATHOro unkna. Takme aMmMHOKUCNOTDI
Ha3bIBalOTCA MMMKOreHHbIMMU, TaK Kak NMPyBaT KU oKcarioaueTaT sBAAKTCSA
cybcTpatamm rrokoHeoreHesa. AMUMHOKUCIOTbI JTENLUMH U NIU3UH B X04€e
kaTabonnama npespawlaroTcsa He B NMpyBar, a B aueTus-KoA u
Ha3bIBalOTCA KETOreHHbIMU, XOTH B HopMe aueTusn-KoA, obpasoBaHHbIN U3
aMUHOKUCIOT AN CUHTEe3a KETOHOBbLIX Ter, HE UCMONb3YETCH.

Tnpo3unH, doeHnnanaHnd, n3onenunH n TpuntTodaH ABMATCA
OLOHOBPEMEHHO U KETOMEHHbLIMU U IMNKOrEHHbIMM, TaK Kak YacTb
YrIepoaHOro CKeneTa aTux aMMHOKUCIIOT 0BpasyeT IMUKOreHHbIN NpoayKT
(onocpegoBaHHO MeTabonuUTaMmn LMTPATHOrO UMKNa), a gpyrast 4Yactb
obpasyeT aueTtun-KoA (puc. 12).



e R
PR | e o.g.cooﬂ
.y -

\ /m::“?“ / l \ o

a-Kerokucnora

moxosa KeroHosubie CHHTES 3aMeHUMBIX
Tena AMMHOKMCIIOT

Puc. 11. Cyab6a npoaykToB Ae3aMUHUPOBaHNA aMUHOKUCTIOT



AcnaparuH

Acnaptatr ——Okcanoauertar

[moKo3a
A

docdoeHonnupysat ——[upyBaT «—
A

|

Manart

|

TnposnH ——  dymapat

deHnnanaHun

Auetun

n-Ko

AnaHuvH

LinctemH |« TpuntodaH

CepuH

JlenymH

TpuntodhaH (MHOONBHAs YacTb)

CyKkumHarT =

Visonenumk «—— deHnnanaHuH
TnposunH
JInauH
» Lutpar
A\
N3ouutpart
MmyTamuH
v ApPrnHuH
Ketornytapat «<—— [MnyTamaH <«——
'mectnanH
BanuH MponuH
CyKunHMn-KoA N3onenuunH
MeTHOHWH

Puc.12. BknioyeHne aMMHOKUCIIOT B OOLLNKM NyTb KaTabonuama u rioKoHeoreHes



O0OmMeH aMmmMmaka

B pesynbkrarte gesaMnHUpoBaHUS aMUHOKUCIOT B
pasfn4HbIX opraHax ocBoboxaaeTcst bornbluoe
KOSIN4eCTBO aMMmaka. AMMMNaK Takke obpasyeTcs npu
ne3aMmnHMpoBaHNM BUOreHHbIX aMUHOB U HYKNeOoTUOOB.
KoHUEeHTpauns ammmaka B XXNUOKOCTAX U TKaHAX
opraHn3ma yenoseka Hu3kas (B Kposu 25+40 MKMonb/n).
[Tpn Bonee BbICOKMX KOHLEHTPAUMAX aMMUaK TOKCUYEH.
Hunskas KoHUeHTpauma ammmaka obecrnevynBaeTcs
peakumMamMmn ero CBs3biBaHUA C 0O0pa3oBaHNEM
HETOKCUYHbIX COEANHEHUN.



ObmeH ammmnaka

OGe3BpexuBaHue (cBA3bIBaHUE) aMMUaKa

AMMMNaK MOXeT 06e3BpeEXNBATLCS HECKONBLKMMMN cnocobamu:

1) BOCCTaHOBUTENIbHOE aMUHNPOBaHMeE a-KeTorfnyTapara C
obpasoBaHMeEM rfiyTamara npu yyactum
rmyTamataerngporeHasbl (OOpaTHasi peakumsa OKUCIIEHUS
rmytamara):

a — kemoanymapam + NH, + NADH + H" <>

<~ anymamam + NAD"

JTa peakuna npoTekaeT B MasjioM obbeme n He NMeeT
OonbLWOro 3Ha4eHna, Ans O6e3Bpe)KVIBaHI/IF| dMMUMaKa, XOT4A
NCNosnb3yeTcAa an4d o6pa305aH|/|;| FﬂyTaMMHOBOIZ KUCINOThbI,



ObmeH ammmnaka. ObesBpexnBaHne (CBA3bIBaHME) aMMmnaka

2) obpasoBaHMne ammaa rnyTaMMHOBOMN KUCIOTbl — FRyTaMUHa npu
y4yacTum rnyTaMUHCUHTETa3bl:

enymamam + NH , + ATD < enymamun+ A/{D+ H, PO,

JTa peakuma npoTeKkaeT BO MHOMMX TKaHsaX, HO Hanbornee BaxkHa ong
HEepBHOW TKaHW, OCOBEHHO YYBCTBUTENBHOM K TOKCUYECKOMY OENCTBUIO
aMmmmnaka. [mytammHcmnHTeTasa obrnagaeTt BbICOKMM CPOACTBOM K aMMUaAKY.
brnarogaps aTomy cBomMCcTBY dhepMeHT obecnevmnBaeT nogaepxaHme
KOHLEHTpauumM aMmmMmmaka Ha HU3KOM ypoBHe — 25+40 mkonb/n (0,4+0,7mMr/n).
OTOT YPOBEHb CoAepXaHNA aMMmnaka gna opraHn3ma HETOKCUYEH.

Peakuns obpasoBaHus rmytaMmmHa nponcxogmt B MUTOXOHOPUSIX KNeTokK. B
peakuun y4acTBYIOT KodakTop-noHbl Mg?*. MmyTaMmuHcHHTEeTa3a —
perynaTopHbin pepmeHT. Ero annocrepnyeckum nHrubutopom sensietcsa AMO.
[MyTaMnH Takke y4yacTByeT B aHabonnyeckmx npoueccax, aBfsiiCb JOHOPOM
asoTa B CMHTE3€e MypPUHOBLIX U NUPUMUONHOBLIX HYKNEeoTUAOoB, acrnaparuHa,
aMnHocaxapos;



O6bmeH ammmnaka. ObesBpexmnBaHue (CBsA3bIBaHME) aMMUaka

3) obpa3zoBaHue Kapbamoundocdara nytem
KoHOeHcauuu NH3, CO2 n ATO, katanmampyemoe
kapoomoundoccgarcumHTeTason | (bepmMeHT gencTByeT
B MUTOXOHOPUAX). JTa peakunsa npomcxoanT B NevYeHn m
ABMAETCHA Ha4YanbHOW CTaAMeN CUHTE3a MOYEBUHbI —
KOHEYHOro npoaykra metabonmama asora:

NH, +CO, +2AT®+ H,0 <
< H,N-CO-POH,+2A/[D+ H,PO,



ObmeH ammmnaka

BbnocuHTe3 moyeBUHbI (OPHUTUHOBLIN LIUKI)

KonnyecTBO CUHTE3UPYEMOWN MOYEBUNHbLI 3aBUCUT OT
Konn4yecTtBa 6enkoB B NULLEBOM paunoHe. Ecnu yenoBek
notpebnsaet ~100 r 6enkoB, TO B CYTKM CUHTE3UPYETCH
npumepHo 25+30r mo4yeBuHbI. B aTOM KOonmnyectee
MoudeBUHbI cogepxutca 90% Bcero BbIBOAUMOIo 13
opraHuama asora.

CUHTE3 MOYEBMHbI — LMKNUYeCcKnn npouecc (puc. 13),
COCTOUT U3 MATU peaKkunn, KaTannsnpyemMbix NATbIO

oTAenbHbIMU pepmeHTamn. CymmapHoe ypaBHEHNE:
CO,+ NH, +2H,0+acnapmam+3ATD+2H,0 <

<> moueguna + pymapam+2(AAD + H,PO,)+ AMD + H,P,O,



Ob6meH amMunaka. buocmHTe3 MoYeBUHbI (OPHUTUHOBBIV LK)

N3 aHanun3a npouecca cnHTesa modeBuHbl (puc. 13) cnenyer:

BKNO4YeHUe a3oTa npoucxoauT B ABYyX peakumax. OgmMH n3 atomoB asoTta
noctynaet B gpopme NH, B peakumn | 1 sBnsieTcs NpoayKToM Ae3aMUHMPOBaHUS
aMUHOKUCIIOT, a APYron BKINKOYAETCS B cCOCTaBe acnaprtarta (peakumsa 3). 9ToT
BTOPOW a30T MOXET NocTynaTtb B acrnaptaTt u3 nobdon aMMHOKUCIOThI NyTeM
TpaHCaMUHUPOBaHNA C OKcasroaueTaToM (peakuma 7). CnegosaTeribHO, aTOMbI
asoTa B MOYEBUHE UMEKT pasHoe NMPOoUCXoXaeHue;

OPHUTUHOBBLIW LMK CBAA3aH C LUTPATHbLIM LIUKINOM, Tak Kak okcarnoauerar,
HeobxoauMbI NSt TpaHCaMUHUPOBaHUs, obpa3syeTcsa u3 dpymapara B peakumsx
LMTPATHOrO LNKIa, NpOoTeKarLWwero B MUTOXOHAPUAX KNeTku (peakuus 6);

npouecc aHAeproHnYeckuu, Tpebyrowmn 3 monbs ATO ans cMHTe3a ogHOM
MOMeKyrnbl MOYEBUHLI (peakuuun 1, 3). 3aTpaTbl 3HEPINK B 3TOM MNpoLiecce MoryT
ObITb KOMNEHCUPOBaHbI peakuMen OKUCNUTENBHOIO 4e3aMUHNPOBAHNS
rnyTamaTta, NpoTeKaHMe KOTOPOM COMPSKEHO C AblXxaTerlbHOW Lenbio N CUHTE30M
AT®. CuHTE3 MOYEBUHBI MPOUCXOAUT B NeYeHn. lNpmnyem cuHTes kapbamounn-
docdarta u uMTpynuHa NnpoTeKaeT B MUTOXOHAPUSX TakK e, Kak obpazoBaHue
okcanoaueTaTa n3 coymapara. OcranbHble peakunm NpoucxoasaT B LMTO30re
KIETKMN.

B HOpMe OPHUTUHOBLIN LMK UMEET 3anac MOLLHOCTU, TaK KaK OH
dyHKumoHnpyeT Ha 60%. NMoaTomy npu kKonebaHusax konnyectea 6enkos B guete
NpoLecc BbIBEOEHNA aMMMaka B BUe MOYEBUHbI HE HapyLlaeTcs.
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Puc. 13. OpHUTUHOBBLIN LUKII.

OxkncnuTensHoe Ae3amMnHMpPOBaHME ryTamara, cuHTe3 kapbamoundocdara n umTpynuHa (peakums 1, 2) TPONCXoasiT B MUTOXOHAPUSX, a
BC€ OCTallbHbl€ peaKkunn Uukna — B LUNTO30I€E. I'IepeHoc UUTPYIITNMHa 13 MVITOXOH/J,pI/IVI B LUINTO30J1b, @ OPHUTUHA, 06pa3OBaHHOFO n3
aprmHnHa B peakumn 5, B MUTOXOHOPUN OCYLLEeCTBNAETCA C NOMOLLbIO CI'IGLJ,I/I(*)VI‘-IGCKOVI TPaHCIIOKa3bl.

*— NPOUCXOXKOEHNE aTOMOB a30Ta B MOJ1EKyle MOYeBUHbI



ObmMmeH amMmmnaka

TpaHcnopT a3oTa aMUHOKUCIIOT U3 TKaHEU B

neyvyeHb

Tak Kak cMHTE3 MOYEBUHbI MPOUCXOOUT TONbKO B NEYEHH,
TpaHCNopT aMUHHOMO a3oTa — MNpPoaykTa katabonuama
aMWUHOKUCIIOT U3 pasHbIX TKaHel B NeYyeHb —
OCYLLIECTBISIETCA B COCTaBe rmyTaMuHa, anaHuHa v
aMMMaka.

AnaHuH obpa3syeTtcs npu TpaHcaMUHUPOBAHUM NMMpyBaTa C
Pa3HbIMU aMUHOKUCITIOTaMn (UCTOYHUKOM NMupyBaTa sIBMNSeTCS
rMKo3a nnm 6e3a3oTUCTble OCTaTKM aMUHOKUCNOT). B doopme
anaHunHa B Nne4veHb TpaHCNopTUpyeTcsa aMUHHbIW @30T AN
CUHTE3a MOYEBUHbI U YrNepoaHbIN CKeNneT ans cuHTesa
[MOKO3bl, TO €CTb OCYLLECTBNAETCA IMOKO-anaHNHOBbLIN LUK
(puc. 7). Porb anaHnHa npeacrtasreHa Ha puc. 14.
[lepBOHa4YanbHbIM NCTOYHUKOM a30Ta MOXET ObITb ntobas
aMUHOKMCIOTA.
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Puc. 14. Yyactne anaHvHa B TpaHCNopTe a3oTa aMUHOKUCIIOT AJIA CUHTEe3a

MOYEeBUHbI M 6€3a30TUCTOro ocTaTKa AnA CUHTe3a NMKKO3bl

— WUCTOYHUKM N NEPEHOCHUMKM a30Ta aMUHOKUCIIOT; 1 — TpaHcaMuHMpoBaHue, NepeHoc
aMUHOrpynnbl Ha NUpyBarT; 2 — rMukonna, obpasoBaHue NupyeaTa; 3 — rMIOKOHEOreHes n3
nupyeata; 4 — TpaHcaMuUHMpoBaHUe, obpasoBaHMe acnapTata — AOHOpPa a3oTa Afda CMHTe3a
MOYEBUHbBI; 5 — pereHepaunsi okcanoauerara B uutpaTtHom uukne; 1, 2, 3, 4 —

rMOKO30anaHNHOBLIN LMKI



O6meH amMumaka. TpaHcnopT asoTa aMUHOKUCHOT M3 TKaHel B NeYeHb

MyTamMunH He TONbKO CBA3bIBaAeT U 06e3BpeXMBAET aMMUaK, HO TaKKe CIYXUT
ero TpaHCNopTHOW (bOPMOMU, Tak KaK Nerko NpoxoauT Yyepes MembpaHbl 1
NOCTyNaeT U3 KNEeToK B KPOBb, 3aTEM B OCHOBHOM B KULLEYHUK (puc. 15). B
SHTepouMTax oTwennaeTca amuaHas rpynna rinyramumHa B Buge ammuacka,
KOTOPbIN C KPOBbLK BOPOTHOM BEHbI, OTTEKAOLLEN OT KULLIEYHMKA, NOCTynaeT B
NeYyeHb U TaM y4acTBYET B cMHTE3e Kapbamoundocdara. AMMHHas rpynna
rmyTamarta — npogykTa rmaposivsa rnataMmmHa, NnepeHocnTca Ha NupyBsart, 3aTem
B COCTaBe anaHuHa NoCTynaeT B NeYeHb U, Kak NokasaHo Bbille, y4acTBYeT B
CVYHTEe3e acnapTtarta. a-KeTornyTtapart, obpasoBaBLINNCA U3 rnyTamarTa,
OKMUCMAETCSH N CNY>XUT UCTOYHUKOM 3HEPIUM ONA SHTEPOLMTOB.

AMMuMak. YacTtb ammmnaka anst CUHTe3a MOYEBUHbI MOCTYNAET B NeYeHb Mo
BOPOTHOW BEHE U3 KuLLeYHMKa. Kpome Toro, HEKOTOpPOE KONMYECTBO aMMmnaka
obpasyeTcs B renaToumUTax B pesynsrate e3aMUHUPOBaAHUS aMUHOKUCIOT UM
OTLLENNEeHNs aMUaHON rpynnbl ryTamMuHa Npy y4acTum rnyTaMmuHasbl:

enymamun + H,O <> NH , + anymamam



KneTtkn [MeyeHb
PasHble
opraHsil KULLIEHHUKa Ne3amvHupoBaHue
aMUHOKMCIOT
< Mmpponua rmytammHa
MyTamMuH . [ nyTamunH
——NH, - NHY: KD, : OpHUTMHOBbLIN
LIMKI
NH;—= mytamat Mupyeat <
Mo4eBuHa
myTtamar
; <o o < <
O-ReTo- AnaHUH——— AnaHuH: ,Acnaprtart
rnyTapar
OkcanoauetaT [upysat

Puc. 15. TpchnopT da30Ta aMMHOKMNCIOTbI B BuAge rmytTaMmmHa n aMmmumaka B neYeHb.
1 — cBsi3bIBaHME aMMMaka — NpoAyKTa Ae3aMUHMPOBAHNS aMUHOKMUCIOT B pa3HbIX TKaHSX;

2 — TpaHCcnopT rnyTamnHa B KNETKM KMLLEYHUKA;

3 — oTLenneHMe aMMHHOIo asoTa M TPaHCMOPT Ero B BUAE aMMUaKka B NeYeEHb;

4 — nepeHoC aMMHHOIO a3oTa B COCTaB anaHuHa;

Sht — nyTb asota B cocTaBe NH, — npoaykTa Ae3amM1MHMPOBaH1A aMUHOKMCIIOT;

<> — NyTb a3oTa B COCTaBe ajiaHnHa — NpoAyKTa TpaHCaMUHUPOBAHWSA aMUHOKUCIOT
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Puc. 15. TpaHcnopT a3oTa B NeYeHb.



ObmeH ammmnaka

Ponb ammumaka B no4ykax

B noykax ammumak obpasyercsa B pesyrnbraTte ruaponusa
rmyTamMuHa (peakumio KaTanusanpyert rmyTamMmHasa) u
Oe3aMUHUPOBaHMA rmyTamMaTa npu y4actum
rmytTamataerngporeHassl. BeilBogutca ammumnak B Buae MOHOB
aMMOHNSA B cOCTaBe aMMOHUNHBLIX cornen. NNoHbl aMMOHUS
obpasyloTcs B pesyrsraTte B3anMogencTBmst C NPOTOHaAMMU:

NH,+H" <> NH,

Ob6pa3oBaHWe U IKCKpeLMs MOHOB aMMOHUS NoYkamu obecrnevymBatoT
BblBeeHmne NpoToHOB. Npn aumaose ysennymBaeTcs notpebneHue
rmyTamMmHa NoYkamMm 1 NPONCXoanUT YCKOPEHME rMyTaMUHa3HOW
peakumn, No-BMAMMOMY, 3a CYET MHOYKLUUM CUHTE3a rnyTaMuHasbl.
YckopeHue obpasosaHna NH, * cnyxut ans BbIBEAEHWS KUCTOT Mpu
aumpose. bnarogapsa atomy cbeperatotca noHbl Na*, KoTopble MOrK
Obl BbIBOAUTLCS C aHUOHAMW KUCHOT.



ObmMmeH amMmmnaka

rMnepaMMOHMeMMM

OTO COCTOSIHUSA, BO3HMKAOLLME BCNEACTBME HAPYLLUEHUI PYHKLUMOHMPOBaAHUSA OPHUTUHOBOTO

LIMKNa — rnaBHOro nyTun yganeHus a3ota U3 opraHn3ma YenoBeka. [NpnynHom runepaMmmoHmeMmm
MoryT ObITb Kak reHeTn4eckme ,D,e(beKTbI (pepMeHTOB OPHUTUHOBOIO LiKKITA, TaK N BTOPUYHbIE NMOopaXXeHn4d d)yHKLI,I/Iﬁ
nevyeHn. Cneacrenem ,qecbeKTa cbepmeHTa ABNAETCA HaKorneHne cy6CTpaTa OaHHOro cbepmeHTa nero
npeawecTtBeHHUKOB, OKa3biBalOLLMX TOKCUYECKOE nencTeune Ha OpraHmn3m. Harlpl/lmep, HEOOCTaTO4YHOCTb
Kap6aMOI/IJ'I(*)OC(*)aTCI/IHTeTa3bI | BeaeT K HakonneHuto ammuaka. lNosblweHne KOHLUEHTPaUnUn aMmMnaka MOxXet
Bbi3biBaTb Npunaaku ¢ n0Tepe|71 CO3HaHwuA, cyaoporu, BOS6y>K}J,eHI/Ie, HEYKPOTUMYIO PBOTY. HacnepncrteBeHHas
rmnepamMmmMmoHnemMmna cornpoBoXxgaeTcd HapyweHnemMm yMmCTBEHHOIoO pa3BUTUA.

TOKCUYHOCTb aMMUaka npu noBbllLEHNN €ro KOHUEHTpPaunMn BO3MOXXHO CBA3aHa C TeEM, YTO.

B HEPBHOWN TKaHM CTUMYNUPYETCS CUHTE3 rMyTaMuHa U3 rmytamaTa. HakonneHue rnytamuHa
MOXET NPMBECTU K MOBbILLEHNIO OCMOTUYECKOro AaBMNEHUs U OTEKY Mo3ra. Pe3ynsTaTtoM CHUXKEHUS
KOHLIEHTpauun rmytaMmata MoXeT OblTb HapyLLeHUe CUHTe3a y-aMMHoMacnsiHol kucnoTbl (FAMK)
— TOPMO3HOro MeauaTopa, BCreacTBME Yero MoryT BO3HUKaTb Cyqoporu;

YCKOpPAETCA peaKkuna BOCCTaHOBUTENTbHOIO aMUHNPOBaAHUA A-KETOrTyTaparta, a cliegcrBnem
YMEHbLUEHUNA KOHUEHTPAaUUN a-KeTorrytTapara ABIATCA. 1) r’MnosHepreTn4eckoe CoCTodHME Kak
pe3ynbrat CHUXEHUNA CKOPOCTU LUMTPAaTHOIo UuKIa, MeTabonnTom KOTOpPOro a-ketorryrtapar
ABINAETCA; 2) yrHeTeHne peaKLLMIZ TpaHCaMNHNPOBAHNA U CMHTE3a HEKOTOPbLIX MEOANATOPOB;

casuraeTcs pH KpoBu B LLENOYHYO0 CTOPOHY — ankanos. B wenoyHoun cpeae ysennymnBaeTcs
CpoAcTBO remornobuHa k kucnopogy. CnegcrBnem aToro siBASIETCS MMNOKCUSA, KOTopas, B CBOIO
oyepefib, NPUBOAUT K TMMOKCUM TKaHeW, HapyLUEeHWo aHepreTuyeckoro obmeHa, Hakonnexuo CO,;

YBENMYMBAETCH KOHLIEHTPALMS B KPOBM MOHOB aMMOHMS, KOTOPbIE NPaKTUYECKN He NpoxoaaT
yepe3 MeMbpaHbl KNeToK. VIoHbl ammoHuMs KOHKYpupytoT ¢ Na*™ u K* 3a MoHHble KaHanbl, 4To
BNUSIET Ha TpaHcMeMbpaHHbI nepeHoc Na*™ u K* n npoBeaeHne HepBHbIX UMMYIbCOB.

ﬂ,]’lﬂ ANAarHOCTUKu FI/II'IepaMMOHI/IeMI/IIZ ncnonb3yeTca onpeaerneHne:. KOHUeHTpaunn aMmmnaka B KpOBU;

mMeTabonuTtos OPHUTMHOBOIO LIKITa B KPOBU U B MO4Ye, a TakKKe aKTUBHOCTU (bepMeHTOB 3TOro uMkna B buontatax
nevyeHu.

ﬂ,J'IFI Jle4yeHUA UCNorb3yrTCA npenapartbl, CBA3bIBaOWMe aMMmnak, 1 Ha3Ha4eHne ManobenkoBown AneTbI.



TpaHCMeTUNUpPOBaHMEe U MeTaboNu3Mm

ogHoyrnepoAaHbiX doparMeHTOB

B kneTkax oCyLLeCTBASATCS NpeBpaLleHunsi, BKNoYarLwme nepeHoc
OLHOYIrMNepoaHbIX rpynr, Taknx, Kak —CH3, —CHOH, —CHO, —CH2— n 1.0. Peakyus, B
KOTOpOW nepeHocutcst MetunbHas rpynna (-CH,), HasbiBaeTcs peakumen
METUNNPOBaHNA, N OHa NPOTEKAET C y4aCcTUEM METUOHUHA. METUOHUH — 3TO
He3aMeHnMasa aMUHOKKCNOTA.

[IOHOPOM METUMNBHOW rPynnbl CAYXUT S-aaeHo3unNMeTUoHuH (SAM).

OTO COeINHEHME ABNAETCA aKTUBHOW (DOPMON METUOHMHA B peakumax
MeTunmMpoBaHusa (puc. 16).

Peakunn MeTUnnpoBaHns KatanuanpyTt metuntpaHcdepasbl. OHM MCNONb3YHTCSH
ans:

CUHTE3a psada BewecTB (agpeHanuHa, aueTunxonuHa, KapHUTUHa, KpeaTuHa,
doocdaTngnnxonuHa u 1.4.);

NHaKTUBaLUUK MeTabonuToB (rOPMOHOB, OMOreHHbIX aMUHOB), KCEHOOMOTMKOB, B TOM
yucne NekapcTs;

MEeETUNMNMPOBaAHNA a30TUCTbIX OCHOBaHUMN.
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S- MEeTUNaAeHO3NNrOMOLNCTEaMIH (SAr)



TpaHcMeTunnpoBaHue 1 MeTabonnuam ogHoyrnepoaHbIX parMeHToB

B xoge peakumn metunnposanmna SAM npeBpallaeTcs B S-
ageHosunromouuctenH (SAG). lomouncTenH MOXET BHOBb
npeBpalaTbCa B METUOHUH, TO ECTb METUOHUH MOXET
pereHepunpoBaTb, HO AJ19 3TOro HY>XEH AOHOP N NePEeHOCHNK
METUNbHOW rpynnbl.

Bce dbepMeHThI, KaTanmanpytowine nepeHoc
o4HOYyrnepoaHbIX rpynn, HYXXOakTCcAa B KOPepMeHTe, posb
KOTOPOro BbINONHAET TeTparnapodonar (TFreK nnm H,-

doonar), obpasyowmincsa n3 PonmeBon KUCNoTbl — BUTaMUHa
B, (puc. 17).

TeTparngpodonart cnocobeH CBs3bIBAaTb OQHOYrNepoaHble
rpynnbl C atoMmamMmu a3oTta B rnosioxeHum Ne 5 n 10, obpasys
pasHble PopMbl B 3aBUCUMOCTU OT CTEMEHMN OKUCINEHHOCTU
OQHOYINePOoaHbIX NPON3BOAHbIX (puc. 18).
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Puc. 18. CtpoeHue nponsBoAHbIX
TeTparngpocponara

donueras KucjoTa
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TpaHcMeTunnpoBaHue 1 MeTabonnuam ogHoyrnepoaHbIX parMeHToB

JoHopamu ogHoyrnepoaHbIX hparMeHTOB MOryT ObITb CEPUH U FTMIULUH.
CepuH — 3amMeHuMast KUCnoTa. YrnepoaHasi YacTb cepuHa obpasyeTca U3 rmoKo3bl
(puc. 19A), a ammHorpynna nocTynaeT ¢ NOMOLLbIO peakuum TpaHCaMUHUPOBAHUS U3
apyrowu aMUHOKMCNOTbI. FMUUKUH MOXET CUHTE3NPOBATLCA U3 CEPUHA B peakuuu,
KaTannanpyemble CepUH-OKCUMETUNTpaHcdepason, KoTopas nepeHocuT
OKCMMETUIIbHYIO Ipynmny ¢ cepuHa Ha kodepmeHT-H -dponara (puc. 19b). Katabonmam
rmyuUMHa npovcxoauT Takke ¢ ydactuem H -cponart (puc. 19B).

[NanbHeilune meTabonuyeckve npespatleHus npeodbpasytot rpynny —CH,- B apyrue
ofHoyrnepogHble NPoOn3BOLHbIE U ONpeaenstoT NyTn Ux ucnorns3osaHuda. MetunobHasd
rpynna Heobxoanma gnsa npespaLleHns romoumcTemMHa B METUOHUH, 8 METUNEHOBLIE,
METEHUNbHbIE U (POPMUSIbHLIE TPYNMbl Y4acTBYOT B BUMOCUHTE3€E BCEX MYPUHOBLIX U
OLHOro 13 nMpMMmManHoBbIX (4 TM®) HykneoTnaoB.

Ha puc. 20 npeacrasneH nyTb O4HOYrMepPOAHbIX rpynn OT MMKO3bl — MNePBUYHOIO
MCTOYHMKA yrrepoga — 1 OT cepuHa, KOTopbin obpasyeTca 13 yrnepoaHbIX aTOMOB
[MIOKO3bl 4O UCMNOSIb30BaHUSA 3TUX IPYIn pasfiMyHbIMU akLenTopamMu.

Yyactmne TIOK B cMHTE3E TUMUAOWMNOBLIX U MYPUHOBLIX HYKI1EOTUAOB OObACHSET
NpuMeHeHne cynb(aHnnaMmuaHbIX NpenapaToB Kak aHTMbakTepnocTaTuyeckmx
cpeacTB. OTW npenapaTbl NOAaBMAT B KNETKax MUKPOOpraHM3amMoB obpasoBaHue
doonnMeBOU KUCIOTbI, KOTOpas He ABNAeTCA Ansl NPOKapnoToB BUTAMUHOM N MOXET
NMN CUHTe3npoBaTbcd. CynbdaHnnammnabl — 3TO CTPYKTYPHbIE aHanoru n-
aMmuHobeH3o0aTa (KOMNOHEHTa (PofiMeBon KNCNOTbI), MO3TOMY AENCTBYIOT KakK
KOHKYPEHTHblIE MHIMONTOPBLI CMHTE3a dhonata n TeM caMbIM NPENATCTBYIOT POCTY
KIETOK MUKPOOPraHM3MOB.
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Puc. 18. CtpoeHune nponsBoagHbIX TeTparngpoconara



COOH

NAD" NADH+H" ool Iy oKl

I'moko3za — — HCI——OH T \ ) > ?lz: 0 \/‘
eruporenasa A
H,C— OPOsH, H,C— OPO3H, Mnmrli)[:g;cq)epasa

3-®ocoranuepar

2ol
ICOOH

3-®ochoruapokcu-
nupyBar

/‘Pn COOH

— HC—NH,
H,C— OPO;H,
3-docdocepun

> HC NH,
CDocd)ATaaa
Hzc_ OH
Cepun
7 5 ?
TroK = =

CepuH-okcumeTun-To

NON'-pmeTtunen-TroK

s

NH,
|

e J¢

COOH

onoun

Puc. 19. CuHTe3 cepuHa u3
rnoko3bl (A), obpaszoBaHue
rmMumHa us cepuHa (b) m
KaTabonusm rnmuuHa (B)

I'aunun-
pacinenAqionaa

CHCTEMA

(Isz + Hy-donar + NAD'

> CO, + NH; +

+ mermien-Hy-ponar + NADH + H



MeTwonuw = |—>» SAM

appommna
MeTwnen- H-Gonar B < pisachindar Y
donat B.(CH,)
I ¢ OGeaspexunanwe
TOKCHHHBIX
TIMLMH Cepui FOMOUMCTEMH SAT m

BouecTs
Cepin AneHOaMH
2
Lucrenn
FomocepuM
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oAHoyrnepoaHbIX oparmeHToB



TpaHcMeTunnpoBaHue 1 MeTabonnuam ogHoyrnepoaHbIX parMeHToB

HepoctaTtouyHoCTb (ponNMMeBOon KUCNOTLI

[MposiBneHnem geduunta donmeBon KUCNOThI SBASETCA MeranoobnacTHas
(makpouuTapHasl) aHeMMS, KOTopasa XapakTepPU3yeTcsl CHUXKEHNEM B KPOBU
KOHLEHTpauum remorniobuHa, KonnydecTsa 3puTpoLNTOB, YBENTMYEHMEM UX pa3Mepa.
[MpnynHON ABNAETCA HapyLWeHne CMHTE3a HYKNeHOBBIX KUCIoT (npexae scero AHK)
B KfeTKax KpOBETBOPHOM TKaHU. KNeTkn aTon TKaHM OTHOCATCA K OblCTpoAEeNALMMCS
N NO3TOMY AeuunT ponneBon KNCNOTbI, NpUBoaALLMA K aecbuunty H 4-cbonaTa,
npexae BCero oTpaxaeTcsi Ha 3puTporoase. Hapylwaercs y4actue npomsBogHbix H,-
doonaTtaB CUHTE3E TUMUOANIIOBOW KUCHOTbI OPYrMX NyPUHOBLIX HYKNeoTnaoB, a
cnepoBaTesibHO, CHUXaeTcst ckopocTb obpasosaHunsa OHK n PHK B kpoBeTBOpHbIX
Krnetkax. HegoctaTtoyHOCTb (PONMEBON KUCMNOTbI Yalle BCEro CONpPoOBOXAAETCH
neduumtom ButaMmuHa B, ,. CHKeHne cnHTesa KohepMeHTOB — NPOU3BOAHBIX
BUTamMVHOB B 1 B,, 00bSACHAETCSA HECKONMbKMMY NPpUYNHAMU:

HenpaBWUNbHbIM NUTAHWEM, KOr4a B NMULLE Mario 3eMneHbIX OBOLLEN U
MSICHBIXNPOAYKTOB. B 3TOM cry4Yae ogHoBpemeHHO ¢ aedyumtom H,-cbonarta
BO3HMKaAET AedULNT METMOHUHA N XONWNHA, YTO yCyrybnsaeT HapyllueHust B obmeHe
OOHOYrMepoaHbIX rpynn;

HapyLleHNeM BCcacbIBaHUS NPU SHTEpPUTaX UK ApYrnx 3aboneBaHUsAX KULLEYHMKA,
NPUBOASALLMX K TMNOBUTAMUHO3Y;

3aboneBaHusiMu neveHun. [Npu renatnte UM LMPPO3e NEYEHN MOXET CHUXKATbLCS
aKTMBHOCTb ¢hornatpeaykTasbl, KoTopasi Katanu3mpyeT npespalleHne onata B H,-
doonar.



OOmeH peHnnanaHuHa  TUPO3nHa

deHnNanaHMH — He3aMeHMMasi aMMHOKMUCIOTa U NOCTynaeT B OpraHM3m B COCTaBe MNMULLM.
deHunnanaHH B OCHOBHOM UCMONb3yeTcs AN CMHTEe3a TKaHeBbIX BerikoB 1 TUPO3nHa — YCITOBHO
3aMeHMMON aMUHOKUCNOTbI. TUPO3MH TakKe BKOYaeTCs B CUHTE3 OenKoB 1 y4acTBYET B CUHTE3e
OPYrnx cCoeMHEeHUN (KaTexoiaMmnHOB, TMPOKCUHA, MerflaHNHOB). Kpome Toro, TMPO3WH, a 3Ha4uT, U
(PeHunanaHvH NocpeacTBOM TMPO3UHA MOTYT BKIOYaTbCs B kKatabonuam, okucnssace o CO, u
H,O.

[MyTn oBMeHa heHunanaHnHa u TMpo3nHa npeacrtasneHbl Ha puc. 21. N3yyeHne obmeHa
deHnnanaHnHa n TMpo3nHa Nokasarsno, YTO HapyLLUeHWe npeBpaLleHnin 3TUX aMUHOKUCIIOT BEAET K
pagy 3abonesaHun.

KaTta6bonuam dpeHnnanaHuHa n TMpo3uHa

Becb peHmnanaHunH, He NCnonb30BaHHLIN B CUHTE3e TKaHEBbLIX 6ENKOB, B HOPME npeBpallaeTcd
B TMPO3WH (pUc. 22). JTa peakumns Katannampyetcsa peHunanaHMHrugpoKcunason,
KOChepMEHTOM KOTOPOW CnyxuT TeTparnapodbuonTtepuH (H,Bl1). M3BecTHO cpaBHUTENBHO YacTo
BCTpevatoLleecd 3aboneBaHne, NPUYNHON KOTOPOro SABMSIETCSA rEHETUYECKNUN AedeKT
deHnnanaHuHrngpoKcunasbl Unn pexe geuumnTt pegykrasel TeTparngpodnontepmHa —
epmeHTa, obecneunBatoLlero BocctaHoeneHve H,bI B H,Bl. Hakannueatowmics npu aTom
deHnnanaHvH noasepraeTcs Ae3aMnMHUPOBaHMIO U 0bpasyeT MmeTabonut — peHnnnupysar,
KOTOpbIN B HOpMe 0bpasyeTcs B 04eHb Marsibix KonmyecTtsax. Npu 3abonesaHnmn oeHnnnupysar
npespaLlaeTca B oeHunnakraT u doeHunauetTat — TOKCUYHbIE NPOAYKThI, KOTOPbIE BbIBOAATCS C
Mo4Youn. ITOT AedreKT meTabonuama oeHnnanaHmHa nposiBrsieTcqa Kak 3abonesaHue
cdeHunketoHypua-®KY. 3abonesaHne NposiBNAETCA paHO U CONPOBOXOAETCHA PE3KNUM
HapyLUEeHNEM YMCTBEHHOIO U (PN3NYECKOro pa3suTus pebeHka BCrieacTBme TOKCUYECKOro
BINMUSAHMS BbICOKMX KOHLIEHTpaUMn oeHnnanaHmHa n oeHnNKeToOHOBbIX Ter.
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Puc. 21. Nytn obmeHa cpeHunanaHuHa n TuposnHa. 3aboneBaHus, BO3HUKaroLLMe npu
HapyLweHun metabonuama 3TUX aMUMHOKUCTIOT:

1 — dpbeHUNKeTOHYpUS; 2 — ankanToHypus; 3 — anbbuHnam; 4 — 6onesHb MNMapknHcoHa; 5 —
mukceaema; Nd — nnpungokcanodocdart; H4BIN — TeTparnapobuonTtepuH; OMNK — obwmin nyTb
kaTabonusma
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Puc. 22. Katabonuam ceHunanaHuHa m TMpo3nHa — pereHepaums H,-6vonteprHa



ObmeH heHnnanaHnHa n TnposnHa. Katabonunam doeHunanaHmHa n TMposuHa

[na gnarHocTtuku atoro 3abonesaHMsA UCMONb3YIOT TECT Ha
TONEPaHTHOCTb K oeHmnnanaHuHy. [1na aToro uccrnenyor
KOHLUEHTpaLuuo TUPO3MHa B KPOBM Yepes YacoBble MHTepBarbl
nocrne gadun Hatowak obcnegyemomy ~10 r doeHmnanaHmHa (puc.
23).

Ona nevyeHusa geten ¢ PKY HasHavaloT guety, 6eaHyto
doeHnnanaHnHOM, HO codepXaLlyto OCTaToYHOE KOMNMYECTBO
TUPO3MHA. DTO NO3BOMNSAET YMEHbLUNUTb TOKCUYECKOE OENCTBUE
doeHnnanaHuHa n ero nNPon3BoAHbIX.

3BeCTHO eLle 04HO reHETUYECKOE OTKITOHEHME — anKanTOHYpPUS,
NPUYNHON KOTOPOTO SABNSETCH HapyLLUeHne nNyTn katabonnama
doeHunanaHnHa n TMpo3nHa Ha CTaauu NpeBpaLleHns
FOMOreHTU3NHOBOM KUCNOTbI B pyMmapunavueToalerar,
KaTanusnpyembln AUOKCUreHa3ou roMOreHTU3MHOBOWN KUCHOTbI
(puc. 22). Benieacteme gedekta atoro doepmeHTa HakanmBaeTcs
rOMOreHTU3NHOBas KUCIoTa, KoTopasi BbIBOAUTCS C MOYOW, HO,
OKMUCNSASACb KNCITOPOAOM BO3ayxa, 00pasyeT YepHbIW NMUTMEHT r
npugaeT Mmode YepHbin UBET. [poaBneHnsamMn ankanToHypum
ABMAKTCA Takke NMMrMeHTauusa coeauHUTENbLHOW TKaHu,
HARIRAAMAY OXDOHOROM N ADTDhDINTHKI
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Puc. 23. NameHeHne KOHLUEHTpaLmM TUpoO3nHa B KpoBM nocne peHnnanaHMHOBOW Harpy3ku B
Hopme (1) n npu aednumnte heHnnanaHMHrnapokcunasbl y rerepo3urotoB no PKY (2)



ObmeH hbeHunanaHnHa u TMpo3unHa.

CuHTE3 KaTexonamMmuHoOB

TUpO3UnH aBnNaeTcA NpeaLecTBEHHNKOM AS19 CUHTEe3a KaTexonaMmnHoOB —
AodamMmmnHa n HopagpeHannHa B HEpBHOMU TKaHU 1 agpeHarivHa B
MO3roBOM BellecTBe Hagno4e4yHUKoB (puc. 24). lopamuH un
HopagpeHasrivH BbINOSTHAKT (PYHKLUMN MeaNnaTopoB B CUHAMNTUYECKON
nepegaye HePBHOIro MMNynbCca, a agpeHanuH ABnNseTcs rOPMOHOM.

HapyweHune cuHTe3a godammHa B YepHOW cybcTaHumMmM Moara
nposiBnseTcs kak 6onesHb MapknHcoHa. [pu aToN NaTtonornm CHMXeHa
akTuBHocTb JJODPA pgekapbokcunasbl. 3aboneBaHne CONPoOBOXOAETCH
CKOBAHHOCTbLIO BMKEHUN (aKUHE3US), Hanps>XKeHnem Mol (PUrMgHoCTb) U
Hernpou3BOSibHbIM OPOXXaHMEM KOHEYHOCTEN (TpeMop). 3aMecTUTeNnbLHada
Tepanusa He nmeet adpdpekTa, Tak Kak JodpaMuH HE NPOXoanT
remaTtoaHuedanmyecknn bapoep. [odaToMy NCNOMb3YIOT B Ka4YeCTBeE
rnekapcTB npegLlecTBeHHNK godammHa — rnpoussogHole [JODA.,
CyLuecTByIOT npenaparhbl, Nogasnsowme MHakTuBauno godammHa n Tem
caMbIM CNOCODCTBYHOLLIME ero HaKoMSIEHUIO B KneTkax. Tak Kak MHaKTuBauns
KaTexoslaMMHOB NPOUCXOAUT NYyTEM UX OKUCNEHUNSA o AeNCTBUEM
MoHoamuHookcupaasbl (MAO) (puc. 26B), cnegoBaTtesribHO, UCMONb3yeMble
npenapartbl JENCTBYIOT KAk MHFTMOUTOPbLI 3TOro bepMeHTa.



@ OH
\ro N & Hy—CHp-NH—CH
/ﬂ_CHz—CH—COOO S
/K/ Tuposun HO Anpenanus
HO i
OH
Tuposmmx |~ 2 Teipam.upoﬁtéc.i::ggmu oIpCTeMH ermamTasomanme
THAPOKCHIA3a[ N mrHap obrorTe pyE ) N-memimrpascdepasa
Hzo oS- A HOSHITMeTHOHMH
Y o OH
NHs o Ho—C Ho —NH
I =
OODA
HO Hy0 OH
OH Aexalslﬁcc;;imasa 0, Hodanoos-3 rugpokcmasa

co,

//m—cm—c Ho—NH,
HO c!/ NO®AMUH
H

Puc. 24. CuHTe3 KaTexoflaMMHOB



ObmeH hbeHunanaHnHa u TMpo3unHa.

CuHTE3 MenaHmHOB

CUHTE3 NUrMEeHTOB MeNaHMHOB NPOUCXO4UT B MenaHoumnTax
N npeawecTBeHHNKOM MenaHNHOB SABNSETCA TUPO3UH (puc.
25). TNpo3uH npu yyactum Tnpo3sunHasbl okucrnisgetca B [JOOA,
N3 KOTOPOro B pesyrnbraTe pas3BeTBeHHOro npoLecca
0Opa3syroTcs YepHO-KOPUYHEBLIE NMUTMEHTbI (3yMeSiaHUHbI)
NKPaACHO-KOPUYHEBbLIE UMW XXENTble MUTMEHTbI
(peomenaHuHbl). B pasHbix codeTaHnsx atn TUNbl MeflaHMHOB
coLepXaTcs B coCTaBe BOJSIOC, KOXN, ceTyaTke rnasa,
obycnaBnmBas X OKPacky.

eHeTU4YeCKnm ,D,ed)eKT TUPO3NHAa3bl B MEJTaHOUUTaxX UIA
OTCYTCTBUE MEJTAHOLUTOB MPOABIIAETCA KakK 3aboneBaHne —
anbbunHmnam. KnnHun4veckn ata natonorms NPOABITAETCA
oTcyTcrtBUEM NUrMEHTAUUN KOXKU N BOJIOC, CBEeTODOSA3HbIO,
CHNXEHUNEM OCTPOTbl 3PEHUA.
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Puc. 25. CuHTEe3 MenaHuUHOB



[NekapbokcunmpoBaHue aMMHOKUCIOT
nmeTadbornmam 6MoreHHbIX aMMHOB

BpesynbTraTte oTwenneHma a-kapboKCUibHOW rpynnbl aMUHOKUCITIOT
obpa3sytoTca aMmuHbl (pyc. 26A). Peakuuto KatanmanpyroT
nekapbokcunasbl, KOPepMEHTOM KOTOPbIX ABNAeTCH
dochonmpuagokcans. MNpoaykTel AekapbokcunmupoBaHus obnagatoT
BbICOKOW DMOMNOrn4eckom akTMBHOCTBLIO U C STUM CBA3AHO MX Ha3BaHUe
— BMOreHHbIe aMUHbI.

F'McTaMuH obpasyetca U3 rmcTuamHa B TYUHbIX KneTkax. Belgensietcs
B OTBET Ha NPUCYTCTBUE annepreHa. ABnaeTcs CUITbHbIM
cocygopacLmnpsloLWLnMM pakTopoMm, Bbi3biBAeT COKpaLLEHWE rnagKkon
MYCKYNaTypbl, B KIeTKax Crn3nCcTon Xenyaka CTUMYNUPYET CeKpeLnto
CONAHOWN KUCNOTHI.

v-ammnHomacnsaHaa kucnota (FAMK) obpasyetca 13 rnytamara B
TKaHW rosIOBHOrO Mo3ra, BbINOSIHAET YHKLMN TOPMO3HOIO
HenpomMeaguaTopa.

CepoTOHMH 0bpasyeTca u3 TpuntoaHa B HEMPOHAaX runotanamyca.
DYHKUMOHUPYET KaK HenmpomMeanaTop U TKaHeBOW FOPMOH.



1)
2)

[ekapbokcnnmpoBaHne aMMHOKUCIOT MMeTabonnam BUOreHHbIX aM1MHOB

OodramuH oOpasyeTcsa n3 TMPO3MHa B NoYKax, Haano4YeyYHnKax, CMHanTU4eCcKnx
raHrnuax, Hepeax. ABMNAETCA MeaMaTopoM MHIMbupytollero Tmna, pyHKLMOHUPYET B
YepHoW cyOCTaHLMM BEPXHEro OTAena cTeona moara. B apyrux knetkax siBnsieTcs
NpeaLecTBEHHMKOM HOpaApeHanvHa n agpeHanuHa.

HopaapeHanuH obpasyeTtcs B pe3ynsrate rmapoKCUnupoBaHus godamuHa B
KneTKax HepBHOWM TKaHW, MO3rOBOM BELLECTBE HaAMNOYEYHNKOB. PYHKLUMOHUPYET Kak
MeamaTop B CMHANTMYECKOW nepenade HepPBHbLIX MMMYNbCOB.

AApeHanuH — nNpoaykT METUNMPOBAHUSA HopaapeHanMHa B KNneTkax MO3roBoro
BELLEeCTBa HaANo4Ye4YHNKOB. BbinonHaeT yHKUUN ropMoHa.

UHakTnBauusa 6MOreHHbIX aMMHOB npouncxoanT AByM4A cnocobamu:
Je3aMmnHnpoBaHmMeEM 1N OKUCITIEHNEM;
MEeETUINMNpPpOBaHNEM.

Peakuuto gesammHnpoBaHns 1 okucrieHuns (puc. 26B) katanunsunpyet FAD-
3aBucumMaa MmoHoammHookcupasa (MAO). MoHoamnHookcugasa MOXeT BbIThb
TOYKOW BO3LOENCTBUA HEKOTOPLIX JIEKAPCTB, MHIIMONPYIOLLNX NI aKTUBUPYIOLLMX STOT
dpepMeHT, Tak Kak U3BMEHEHMEe KOHLEeHTpaLMM BUOreHHbIX aMUHOB ABMNAETCS MPUYNHON
psaa natonormyecknx CoCTossHMM. Hanpumep, npn napkMHcoHn3ame HabsnogaeTcs
YMeHbLUEHME KonmyecTBa godamMmnHa, n 0gHMM U3 CNoCoDOB NevYeHns sBrsieTcd
CHWXXEHMEe CKOPOCTU MHaKTMBaUMn JodhaMmuHa nog BNMsHMeM BewecTs —
nurnébutopoe MAO.

NHakTuBaums GUoreHHbIX aMmmHOB NyTEM UX METUNNMPOBAHNSA NPOTEKAET C y4acTUEM
mMeTunTpaHcdepas n SAM Kak goHOpa MeTUnbHOM rpynnbl (puc. 260).



Aekapbokcunasa

“00C —CH(R)—NH} =—————— RCH,NH, + CO,

nupuaoKcankdocepar
A TP
HO
/=T CHiCH,NH, \
HN N HOOCH,CH,NH,
FHCTAMMN |

OH

HOpaLpeHanmH

H
OmCH.CH,NH, HO
P o

CePOTOHMH OH
anpeHanus
"°QC“’°"’””' HN-CH;CH,CH,COOH
6 HO aodamms {~ANMHMHOMACNANAS KHCNOTa

MOHOAMWHOOKCHMAA3A

RCH,NH, 't?—“’d_'%_" RCHQO==»R-COOH- -9 Buisegenne
aMnH O NH, H,0, o B € 5

Puc. 26. CuHTEe3 n o6e3BpexmnBaHne OMOreHHbIX aMUHOB:

A — peakuus gekapbokcMnmpoBaHna aMMHOKUCIIOT;

b — cTpoeHne HeKoTOpbIX BMOreHHbIX aMMHOB; B — nHakTnBauus 6MoreHHbIX aMMHOB C y4acTUEM
MAO; [ — npumepbl MHaKTMBaUUmn



OOMeH HyKneoTuaoB

HyKJ'IeOTI/I,EI,bI N UX Npon3BoaHbIE UCTOJIb3YHOTCA B OpraHn3mMme
B Ka4vecCTBe.

cybctpatoB cuHTesa HK, PHK n HykneotngHbIX
KOPEPMEHTOB;

NCTOYHNKOB 3HEPInNin,

Y4YaCTHMUKOB CUHTE3a rOMO- 1 reTeponosnimcaxapuaos, NMMNmaos
n DernkoB, a TakXe YHUBepCcaribHON CUCTEMbI OETOKCUKaLUN,
obecneyvnBaloLEN BbIBEAEHMNE YY)KEPOOHbLIX BELLECTB U
HEKOTOPbIX CODCTBEHHBLIX METAOONMNTOB N3 OPraHn3ma,;

BTOPUYHbIX BECTHUKOB CUrHaria ropMoHoOB, aKTOpOB POCTa,
HenpomMeamnaTopoB U APYrMX PErynATOPHbIX MOSEKY B KNETKMU.

B opraHu3me no4vTtu Bce KNETKN CrIOCOOHbI K CUHTE3Y
HyKneoTnaos. [1poayKTbl pacliennieHUsa HyKNeMHOBbLIX KUCIOT
TKaHen 1 NULLM UCNonb3yTCA NOBTOPHO NNLLb B
He3Ha4YnTENbHOW CTEMEHMN.



O6MeH HyKneoTuaos

LleHTpanbHOE MeCTo B CMHTE3€ NYPUHOBbLIX U MMPUMUONHOBBIX
HyKneoTnaos 3aHMMaeT doocopunbosnngndocdart (PPODP) nnum
doochopubosnnnupodrocdat, KoTopbin obpasyetcsa n3 pubdoso-5-cbocdara
n ATO B peakuunu, katanmsnpyemon PPOP-cuHTEeTa30M:

pu6030—>5—occhama+ ATD® — 5 — pocchopuboszun—1—-ougocpam+ AMD

NcTouHnkamm pnbo3so-5-pocdrara ans aTon peakumm MoryT ObiTb
neHTo30gocdaTHbIN NYyTb NMpeBpaLLeHNA rMIOKO3bl UK NEHTO3bI,
obpasyroLmecs B TKaAHAX Npu pacnage HyKNenHoBbIX KUCAOT U HYKeoTnaOB.

BuocuHTe3s nypuHOBbIX HyKneoTnaoB. ObpasoBaHMe NypUHOBOIO
reTepoLUUKNMYECKOro OCHOBaHNSA MOET Ha ocTaTke pnbo3o-5-cdocaTa npu
y4acTum NpocTbIX NpefLecTBeHHNKoB: rmuumnHa, CO, , aMmaHoro asoTa
rnyTamuHa, a-NH, — rpynnbl acnaptaTta u o4HoOyrnepoaHbIX NPou3BoaHbIX H -
doonara (puc. 27). CHa4vana dopMUPYyETCH S-4YNeHHOEe KOMbLOo, a 3aTeM 6-
4yfieHHoe ¢ obpasoBaHMEM NEPBOro NypMHOBOrO HyKneoTnaa —
NHO3MHMOHOd)ocpaTta unu MM®. Bee deThbipe atoma asoTta nypmHa noctynatot
N3 aMUHOKMCNOT: ABa U3 [NH, oanH n3 Acn u 1 u3 nNn. [1Ba n3 natu
yrnepoaHbIX aTOMOB NpuHagnexar 'nv, ABa apyrmx — npousBofHbIM H, -
conara n nocnegxuii CO, .



Puc. 10.27. NMpoucxoxaeHne atomoB C u N B nypyyHOBOM OCHOBaHUU



O6MeH HyKneoTuaos

CKOPOCTb-NMUMUTUPYIOLLIEN N PETYNATOPHOW CTaauen
npouecca siBnaetca obpasoBaHue 5-dochopmnbosnn-1-
aMunHa, KOTOpYIO KaTanusnpyert
amunpodoccgpopubosuntpaHcdepasa (puc. 28). B xone
9TOWU peaKkumn amugHaga rpynna [nH 3amellaet
nnpodocdaTHbi octatok PPLOD. Obpasyetca N-C-
CBA3b, KOTOpasa 3aTeM B Hykrneotuae ctaHet N-
[MUKO3UAHON CBA3bID MeXay NYPUHOM U NEHTO3O0N.

CuHTE3 nepBoro nypuHoBoro Hykneotunga — MO
BkntovaeT 10 ctagum n naet ¢ 3arpaton 6 monen ATO.
Bce peakuum npotekatoT B LuTo3ore knetkn. AMO um
[M® obpasytotca ns MM® B kaxxgom criydae B xode
OBYX rocriegoBaTenbHbIX peakuunmn (puc. 29).
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Puc. 28. CuHTe3 NHO3nH-5'-MoHopochaTta (MMD)
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Puc. 29. CuHTtes AM® n TM® us UM®. AMO cuHTesnpyeTcs npu ydactum oepMeHTOB:
1 — ageHunocyKumMHaTCUHTETasbl N 2-aaeHnrocykumHasbl,a FMo:
3 — UMO-pgerngporeHasbint 4 —"MP-cuHTETa3bI



O6MeH HyKneoTuaos

Hykneoangaun- n tpudocdaTbl CUHTE3YIOTCA Npu ydactum ATO un
depmeHTOB: HYKneoauamoHodocdatkuHas (HM®P-kuHa3s) n
HykneosuaaudgoccdartkmHas (HOP-kmHa3). ALDD n D obpasytoTca B
peakumsax, KaTanmsanpyemMblX ageHunaTkMHa3on u ryaHmnaTtknHasom

COOTBeTCTBeHH%M®+AT@ < 2Aﬂ®

TM® + AT® —> TJ[D + AJD

a HO®-knHasa ocyuwiectenseT cuHTe3d HT®, B yacTHocTu npespawaet AP
BITO:

T+ AT® — I'TP + AJ[D

Ob6pasoBaHne AT® ns AI® B OCHOBHOM NPOUCXOOMUT 3a CYET
OKMCNUTENbHOro rocopMIIMPOBAHUS NITN YAaCTUYHO B peakuusix CybcTpaTHOro
drochopunmpoBaHusi, KOTOpble BCTPeYalTCA B IMUKONU3e, LMTPATHOM LUKNe
NNn NpuU Ncnonb3oBaHUM KpeaTuHdocdara B MbiLLLAX.

Perynaumsa cmHTesa nypuMHOBbLIX HYKIIEOTUOOB OCYLLECTBAAETCS
anfiocTepmnyeckn rno MexaHnsamy otpuuarenbHon obpaTtHon ceasun (puc. 30).
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Puc. 30. Perynsauunsa cmHTe3a NnypMHOBbIX HYK/1eOTUAOB:
1 — OPOD-cuHTETa3a;2 — amngodocdopunbosnntpaHcdepasa;
3 — UM®-gerngporeHasa;4 — ageHuUNnocyKuMHaTCMHTETasa



O6MEH HyKneoTnaos

AMO, TMD 1 UMD nHrmbunpytoT KntoyveBble peakLmm CBOEro
cuHTesa. [1Ba depmeHTa: PPOD-cuHTETa3a U
amugodocopndosnntpaHcdepasa MHIMOMPYIOTCS NALLL MPU
OOHOBPEMEHHOM MOBbILLEHNN KOHLUeHTpauun AM® n 'MO, toraa
KaK akTUBHOCTb ageHurnocykumHatcuHteTtasol n MMIMO-
gerngporeHasbl CHUXKaETCH NLLb NPU YBENMYEHUN KONMM4ecTBa
KOHEYHOro npoaykta, obpasyroLerocqa B Kaxxaon n3 BETBEN
meTtabonunyeckoro nytn. AM® nurnbunpyet npespaiieHne MM B
ageHunocykumHart, a FM® — npespawieHne NIMO B
KCaHTO3UuH-5-MoHodocdaTt (KMD), obecneunBasi Takum obpasom
cbanaHcnpoBaHHOE coepXaHUe ageHUNOBLIX U N'YaHUITOBbIX
HYKNeoTuaoB.

«3anacHble» NyTU CUHTEe3a NYPUHOBbIX
HYKNeoTUAO0B UrpatoT 3aMETHYIO POfb B Nepmoabl akTUBHOIO
pOCTa TKaHeW, Korga OCHOBHOM NYTb CUHTE3a U3 MPOCTbIX
npeawecTBEHHMKOB He cnocobeH NOSTHOCTLI0 0becnevnTb
HYKITEMHOBbIE KNCNOTbI cybcTpatamu (puc. 31).
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Puc. 31. «3anacHble» NyTU CUHTE3a NYPUHOBbIX HYKNEeOoTUAOB:
[TOPT — runokcaHTuH-ryaHmHpocdopunbosnntpaHcdepasa;
AOPT — ageHuHdpochopunbosnntpaHcdepasa; AKaza — ageHo3nHKMHa3a



O6MEH HyKneoTnaos

[1lpn cuHTEe3e No «3anacHOMy» NYTU BO3pacTaeT akTUBHOCTb:

0 runokcaHTuH-ryaHnHgochopubosuntpaHcdepasbl (I'MPPT),
KaTanusnpyrowlen npespatieHne a3oTUCTbIX OCHOBaAHUN:
rMMNOKCaHTUHA U ryaHnHa B Hykneotnabl — IM® n Mo c
ncrnosnb3oBaHnem OGP B kadecTBe AoHopa docdopnboassbi;

0 apeHnHdocdopmnbosunTpaHcdepasbl (APPT),
cuHtesnpytowen AMP ns ageHnHa n OPLD;

0 apeHo3nHknHasbl (AKasa), npespaiwaroen ageHosnH B AMO
3a cYeT nepeHoca y-gocdaTtHoro octatka ATO Ha 5'-
rMOPOKCUNBHYIO rpynny pnbo3bl HyKneo3naa.



O6MEH HyKneoTnaos

KaTtabonusm nypnHoBbIX HyKneoTtnaos. Tunepypukemusa un
nogarpa
Y yenoBeka kaTabonmam NypuHOBLIX HYKNeOoTNO0B 3aKkaHYMBaeTCH
obpasoBaHMeM MOYEBOM KUCNOTLI. [lepBOHa4anbHO HyKeoTuabl
MMOPONUTUYECKN TEPAOT docdaTHbIN OCTATOK B peakumsx,
KaTanumanpyembix goocarasamm unu Hykneotngasamn. AgeHosmH
OesaMnHUpyeTca ageHo3nHage3aMmmHa3somn ¢ obpasoBaHMEM MHO3MHA.
MNMypuHHykneosuadgocdopunasa pacluennsaeT HyKneo3nabl 40 CBOOOAHbIX
OCHOBaHUM 1 pubo3o-1-pocdarta. 3aTeM KCaHTUHOKCMAAa3a — adpoOHas
okcuaopenykrasa, NnpocTeTnyeckas rpyrnna KOTopon BKIHOYAET NOHbI
xenesa (Fe**), monubaeHa n FAD, npespallaeT asoTUCTble OCHOBaHUS B
MOYEBYHO KMCIOTY. PepMEHT B 3HAYUTENbHbIX KONMYecTBax
0DOHapyXMBaeTCs B NeYEHN U KULLEYHMKE U OKUCHIAET MYypPUHbI
MONEKYNApHbIM Kncnopoaom (puc. 32). MoyeBagd KucnoTta ygansieTcs us
OopraHu3Ma 4YerioBeka rraBHbiM 06pa3om ¢ MOYOM N HEMHOIO C pekanmamu.
OHa gaBngaeTca cnadon KUCoTon U B ODMONOMMYECKUX XXUOKOCTAX HaxXoauTcs
B HeamMccoumMnpoBaHHOW hopme B KoMMnekce ¢ bernkamu nnm B Buae
MOHOHaTpPUeBOU Cconn — ypaTta. B Hopme B CbIBOPOTKE KPOBU ee
KoHUeHTpauusa coctaengdet 0,15+0,47 mmone/n nnun 3+7 mr/an. 13
opraHu3ma execyTto4yHo BbiBogutcs oT 0,4 o 0,6 r Mo4eBOW KMCNOTbI U
ypaToB.
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Puc. 32. Katabonuam nypuHOBbIX HYKNeoTUAOB.



OO6MmeH HykneoTnaos. Katabonuam nypuHOBbLIX HykNeoTnaoB. [MnepypmukeMnsa n nogarpa

YacTbiM HapyLleHMeM KaTabonmama NnypuHoOB SABMNSETCA rTMNepPypPUKeMus, Kotopas
BO3HMKAET, Korga B nnasme KpoBU KOHLIEHTPaLMS MOYEBOW KNCNOTbI NPEBbLILLAET
HopMmy. /3-3a nfioxomn pacTBOPMMOCTUM 3TOrO BeLlecTBa Ha oOHe rmnepypukemMmnm
pa3BMBaeTCcs noparpa — 3abonieBaHne, Npu KOTOPOM KpucTanibl MOYEBOW KUCIOThI
N ypaToB OTKNAaAbIBaAlOTCA B CYCTaBHbIX XpsillaX, CBA3KaX N MATKMX TKAHAX C
obpasoBaHMeM nogarpnyecknx y3rnos Unu Todycos, Bbi3biBasi BOCNaneHne CyctaBoB
n Hedpponatuto. MNogarpon ctpagaet ot 0,3 o 1,7 % HaceneHna 3eMHoro wapa. Y
MY>XYMH CbIBOPOTOYHbIN DOHL, YypaTOB B ABa pa3a BbilLe, YEM Y XKEHLUMH, MO3TOMY
OoHK BonetoT nogarpon B 20 pas yalle, YeM XeHLWKHbI. 3aboneBaHne reHeTUYECKN
OETEPMUHMPOBAHO W Bbl3blBAETCS:

« pgedektammn OPOD-cnHTETA3bI, CBA3AHHbLIMM C rMnepakTueauuen, nmbo
YCTONYNBOCTBLIO pepMeHTa K UHIMBMPOBaAHMIO KOHEYHBIMW NPOAYKTaMN CUHTE3a;

*  YaCTU4YHOW NOTEPEN aKTUBHOCTU MMMNOKCaHTUHIyaHUHdochopubosmnTpaHcdepassbl,
koTopas obecnevnBaeT NOBTOPHOE MCMNONb30BaHNE NMYPUHOB.

[Mpn nonHom noTepe akTUBHOCTU MMNOKCAHTUHIyaHUHpocgopmnbosnntpaHcdepassl
pa3BMBaEeTCs TshKenasa dgoopma runepypmkemmmn —cuHgpom Jlewa—HauxaHa, npu
KOTOpPOM HabsogatTcsl HEBPONOrnM4yeCcKne U NCuxmyeckme oTKIoHeHns. bonesHo
HacrenyeTca Kak peueCCuUBHbIN NMpU3Hak, cLuenfeHHbIN ¢ X-XpOMOCOMOW U
BCTPEYaAETCS TONbKO Y Marib4YnKoB.

Nevar nogarpy annonypuHoOJNIOM — CTPYKTYPHbIM aHaJfloroMm rmnokCaHTuHa.
KcaHTMHOKCMaasa okucngaer npenapart B OKCUMypwmHOI, KOTOprVI NMPO4YHO
CBA3bIBAE€TCA C aKTUBHbIM LLEHTPOM cbepmeHTa N OCTaHaBMNMBAaET KaTabonmam
NMyYpMHOB Ha CTagunn rmnoKCaHTUHa, KOTOprI7I B 10 pas ny4dwe paCcTtBOPUM B XUOKOCTAX
opraHn3ma, 4em Mo4eBad KNCI10Ta.



O6MEH HyKneoTnaos

BrnocuHTes n Katabonuam MMPUMNAONHOBbLIX

HykneotupgoB. OpoTtaumnaypus

B oTnuymne oT cuHTE3a NypMHOBLIX HYKNEOTUAO0B, NPU KOTOPOM
a30TUCTOE OCHOBaHWe POPMUPYETCH HaA ocTaTke pubo30o-5-
docdara, nMpUMNMANHOBOE KOrbLIO NepBoHavansHO cobmupaeTtcs
M3 NPOCTbIX NpeALeCcTBEHHMKOB: rnyTaMuHa, acnaptata n CO.,.
3aTtem oHO B3anmopgeuncteyet ¢ PPLOD n npeBpawiaeTca B
ypuaunH-5'- MoHohocata — YMO (puc. 33).

CunHTed YM® npoTeKkaeT B UMTO30M€ KNETOK N BKIIOYAET 6
cTaguun, Katannanpyemoix 3 pepmMeHTamun, asa N3 KOTopbIX
nonudpyHKUMOHanNbHbI. Ha nepson ctagmn MOET CUHTES
kapbamoundocdara us InH n CO,, ¢ ncnonb3osaHmem 2
monekyn AT®. INpn npucoeanHeHun k kapbamounndpocaty Acn
n oTwenneHnn H,O obpasyeTcsa LUMKnmyeckoe coeanHeHne —
ANrMgpoopoTaT, KOTOPbIW ABMAAETCA NPOAYKTOM NEPBOro
nonndyHkumoHanbHoro benka — KAl-chepmeHTa.



O6meH HykneoTuaos. buocuHTes n katabonnam NMPUMUANHOBLIX HYKNEOTUAOB.
OpoTaungypus

HassaHne KAL cknagbiBaeTcs U3 HadarnbHbIX OYKB doepMeEHTaTUBHbIX
aKTUBHOCTEN, KOTOPbIMM 00nagatoT oTAeNbHbIE KaTanMTUYeckue JOMEHDI:

kap6amoundocdarcuHtetasbl 1 (KOCI1), acnaprtarTpaHckapbamounasbl 1
Aurnpgpooporasbl. [lurnapoopoTaT farnee OKMCNSEeTCs B opoTaT noj
nencteuem NAD3aBucumon gaurugooportartaerngporeHasbl 1 npu
y4acTum BTOporo ondpyHkumnoHanobHoro gpepmeHta — YM®P-cumHTasbl
npespawiaetcd B YM®. YMO obpasyeT YTO B ABe cTaguu:

nepByto ctaguio kKatanmsnpyet YM®P-knHasa,

YM® + ATO — YOO + AOD,

a sTopyto — HO®P-knHasa c LunMpokoun cyobctpaTHON cneundUyHOCTbIO
YOO + ATO — YTO + ALD,

LIT® obpasyetca ns YT nog gencremem LUTP, cnHTeTasbl, KoTopas,

ncnonb3ys aHeprmo AT®, 3ameLlaeT KETOrpynny ypauuna Ha ammaHyto
rpynny [1H:

YT® +1H + ATO — LITO + Tny + Al + H,PO,.

Perynaumns cuHTe3a NMpMMNMAONHOBBIX HYKITEOTMAO0B OCYLLECTBIISAETCS
anfiocTepmnyeckn rno MexaHnsmy otpuuaTernibHoM obpaTHOW CBA3MW:

* YT® nurnompyet aktnsHoctb KPC [1 B coctaBe KALl-doepmeHTa;

* YM® n UM® nogasnsoT akTUBHOCTb BTOPOro NMosiMyHKUMOHaNbLHOro
depmeHTa — YMO-cnHTasbl;

* HakonneHne LIT® cHmxkaeT aktnBHoCTb LIT® cuHTeTasbl.



O6meH HykneoTnaoB. buocnHTes n katabonuam NMPUMUANHOBBLIX
Hykrneotngos. OpoTtaumgypus

3anacHsble nyTn B CUHTE3E NNPUMNONHOBbLIX HYKNEeoTnaoB HE UrpakoT CTOJb CyU.LeCTBeHHOIZ pornu, 4To
B CMHTE3€ NYPUHOBbIX HYKINEOTNOOB, XOTA B KIeTKax 06Hapy>|<eHb|:

nupmnmuanHdocdopunbosunTpaHcdepasa, kKatanmampyroLlas peakunio:

Mupumuaui + OPO® — MuprummamHmoHodocdat + H,P, 0. (Y unu L) (YM® vnu LIMO),

ypUAMHKMHA3a, npespaLlaroast HyKneosuna B HyKneoTua:

YpuavH + ATO — YMO + AlO,

n ypuauHdcpocdopunasa, cnocobHasa obpallaTb peakumio gerpagaumm Hykneosuaa:

ypauwun + puboso-1-gocdar— ypuauH + H,PO,.

B npouecce katabonmama umMtnannoBble HyKNeoTUabl IOpPONUTUYECKN TEPAIOT aMUHOTrPynny
npespawattcs B YMO. Korga ot YM® n ogTM® oTwennsatoTcs HeopraHnyeckumn pocdar ¢
NMOMOLLIbIO HYKINeoTnaasbl unu doocdartasbl 1 pudosa npu ydactum docdopmnas, To OCTarTCs
a30TUCTble OCHOBaHUA — ypaunn n TuMuH. Oba reTepoumkna MoryT nogsepraTbCs
rmgpuposaHuio ¢ ydyactnem NADPH-3aBrncumon gurugponupumMmmauHaeryaporeHassl U
rMOponMTUYECKOMY pacLuenfeHunto ¢ obpasoBaHMeM U3 gurngpoypauuna — B-
ypeuaonpornMmoHoBOW, a n3 gurngpotmmMmHa — B-ypengomMacnaHon Kucrnot. [JanbHenwee

MMAPONUTAYECKOE pacLLenneHre ypenaonpon3BoaHbIX 3akaHumBaeTcs obpasosaHnem CO,, NH,
n B-anaHuHann u B-aMMHOMACNAHON KACHOTbI.

Cpeau HapyLieHun obmeHa NMPUMUANHOBLIX HYKNEOTUAOB ONUCAaHO NULWb O4HO peakoe
HacneacTBeHHOe 3aboneBaHne — opoTaumMaypms, KOTOpoe BO3HMKAET B pesyrnbrate MyTaumm B
reHe BTOpPOro nonudyHkunoHaneHoro gepmeHta — YM®-cunHTasbl. B aTom crnyyae Hapywaetca
npespatleHne opotata B YM®, 6onbLlune konndectsa opotata ( 4o 1,5 r B cyTkuM) BbIBOOATCA C
Mo4on. PasBmnBaeTca He4oCTaTOMHOCTb MMPUMUANHOBBIX HYKNeoTnaoB. [1na nevyeHus aToro
3aboneBaHna NCNONb3YKT YPUANH UK ULMTUAMH B Ao3ax oT 0,5 0o 1 r B CyTKKU, KOTOpbIE C
NMOMOLLIbIO HYKIeo3nakuHasbel npespawiatotcs B YMO unn LUM® B 06xoa HapyLLeHHOM peakumn.
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Puc. 33. NMpouncxoxaeHne atomoB NMPUMUANHOBOIO KOJfbLia U cUHTE3 YM®:
| — KALl-dbepmeHT: 1 — kapbamoundocdarcuHTeTasa [1; 2 — acnaptaTtTpaHckapbamowunasa; 3

— anrngpooportasa; 4 — durngpoopoTtatgernaporeHasa;
Il — YM®-cunHTasa: 5 — opotardocdopudosuntpaHcdepasa, 6 — OMP-gekapbokcmnasa




O6MEH HyKneoTnaos

OGpa3oBaHMe 0e30KCUPNOOHYKNeoTuaoB

OB6bI4YHO BHYTPUKNETOYHAA KOHLUEHTPaLWS
0E30KCUPNDOHYKNEOTMA0B OYEHb HMU3KA, HO B S-dhasy
KITETOYHOrO LUMKNa oHa Bo3pacTaeT, obecrneunBas cmHtes JHK
cybcTtpatamun. B obpasoBaHnn Oe30KCUPUDOOHYKITEOTNOOB
y4yacTBYIOT ABa PEPMEHTHbLIX KOMMSIEKca:
puboHyKneoTuapeayKrasbl 1 TUMNOAUNATCUHTASDI.

BoccTtaHoBreHne Bcex puboHYKI1eoTMa0B B
OE30KCMNPON3BOAHbIE KaTannsnpyer
PUOOHYKNeoTUAPEeayKTasHbl KOMMIEKC, KOTOPLIA BKIIOYaeT
CODCTBEHHO pUOOHYKIeoTnapenykra3ly, b6enokx-
BOCCTaHOBUTENb — TUOPE[OKCUH U (PePMEHT —
TUOpPEe[OKCUHPpeaYyKTa3y, y4acTBYHOLWMIA B pereHepaumm
TMopenokcuHa ¢ nomoulbio NADPH (puc. 34).
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Puc. 34. BocctaHoBneHue puboHykneosnaaudocohaTtoB B 4€30KCUNPOU3BOAHbLIE.
BoccTaHoBuTenem pnboHykneotngos B popme HOD aBnserca TMOpeaoKCuH, CynbdrnapunbHble
FPynNnbl KOTOPOrO OKUCHISIIOTCA B Xo4e 3Ton peakunn. OKUCIEHHbIV TMOPEOOKCUH BOCCTaHaBMMBaETCS
TnopepokcuHpenykrasom ¢ ydyactnem NADPH



O6meH HykneoTuaoB. ObpasoBaHne Ae30KCUPMBOHYKNeoTna0B

PuboHykneoTugpenykrasa — anmoctepuveckmum depmeHr,
aKTUBHOCTb KOTOPOIro 3aBUCUT OT KOHLEHTpaLnm
otaenbHbIX AHT®, npuyem pATO asnsieTcs
NHIMOUTOPOM BOCCTaHOBIIEHNSI BCEX PUDOHYKNEOTMNOOB.
OTO 06CTOATENBLCTBO OOBACHAET BO3HUKHOBEHUE
Taxenenwmnx gpopm uMmMmyHoaepmLUMTOB NPU CHUXEHUN
aKTUBHOCTN (bepMeHTOB KaTtabonuama nypuHoOB:
ageHo3nHAe3aMUHa3bl UNu
nypuHHyKneosunadochopunasbl (puc. 32).
HeOooctaTouHOCTb 3TUX EPMEHTOB MPUBOANT K
HakonneHnuto B B- n T-numdountax gATO n ol TO,
KOTOPbIE arnnocTepuyeckn NHIIMoOUpYOT
puboHykneoTnapeaykrasy v nuwatot [HK
npeawecTtBeHHuKoB. CuHTe3d [1HK cHukaeTca, n KneTku
nepecTtaroT OeNnnNTbCA.



O6meH HykneoTuaoB. ObpasoBaHne Ae30KCUPMBOHYKNeoTna0B

CUHTE3 TUMUAOWIOBLIX HYKINEOTUAOB KaTtanusnpyer
TUMNOUNATCUHTA3HbIM KOMIMIEKC, B KOTOPLIN
BXOOAT TUMUAUIIATCUHTAa3a, KatanusanpytoLias BKNYeHme
O4HOoYyrrnepoaHoro pagukana B mosekyny gYMo,
AvrnapodonaTtpeaykrasa, obecneunsatoLlas BoccTaHoBneHve H.,-
conartas H,-ponar ¢ yyactuem NADPH, u
CepuHOKcumeTunTpaHcdepasa, ocyLlecTBnsaoWas nepeHoc
okcumeTunbHon rpynnbl CepuHa Ha H,-dhonat ¢ obpasoBaHuem
N°N'%-meTunen-H,-donara (puc. 35). B opraHuame 4enoseka oYM®
obpasyeTcs n3 nLI,,EI,CD nytTemMm gedocopunmpoBaHna m
nocrneayroLero rmaponnuTnyeckoro AesaMmmHnMpoBaHuS.

Cpean «3anacHbIX» NyTen cuHTe3a onpeaeneHHoe 3Ha4YeHne NMELoT:

= TUMMHEOCGOopunasa, npespawjaroiad TMMUH B TUMUOMNH:

TumuH + [lesokcnprbo3o-1-pocdat—TummanH + H,PO, u

= TUMWOWHKWHA3a, Katanusupyrowas dpocdpopunmposaHne TMMnManHa.
TummnagvH + ATO — aTMO® + A1D.
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Puc. 35. CuHTe3 TumnaunH-5'-moHogocdara



O6MeH HyKneoTuaoB.

Ucnonb3oBaHue VIHFVI6VITOpOB CUHTE3a HYKJ1ieoTnaoB B

KadecTBe NPpOoTUBOBUPYCHLIX U NPOTUBOONYXOJrieBbIX
npenapartoB

AHarnorn asoTucTblX OCHOBaAHUW, HYKNeo3naoB U
HYKNeoTUA0B LLUMPOKO UCMOSb3YIOTCS B
MeOULIMHCKON NPaKTUKE B Ka4YeCcTBe
NekapcTBEHHbIX npenapatoB (Tabn. 3). OHu
MOTYT:

* MHIMOMpPOBATbL onpeaeneHHble PepMEHTHI,
y4yacTBYHOLLNE B CUHTE3E HYKNEeOTUOO0B UMK
HYKNEWHOBbIX KACIOT;

e BKNtoYaTbca B pactyuwme uenm PHK nnm JHK n
OCTaHaBnMBaTb POCT LEeNewn.



OGMeH HykneoTnaoB. Mcnonb3oBaHne NHIMOUTOPOB CUHTE3A HYKNEOTUAO0B B Ka4ecTBe
NMPOTUBOBUPYCHbLIX U NPOTMBOOMYXONEBbIX NpenapaTos

Tabnuya 3

HekoTopble NpOTMBOOMNYXONEBLIE U MPOTUBOBUPYCHbIE Npenaparhl

CoegnHeHuns

MexaHunam gencrTeums

O6nacTtb npumMeHeHns

S5-pTopypauun

MpeBpaluaetca B pnbo- n Ae30KCUpUOOHYKeoTUAbI,
KOTOpbI€ MHIMOMPYIOT TUMUAMNATUMKNA3Y U POCT Lenen
PHK

JledyeHne conuaHbix onyxonemn
xenyaka, KKT, monovHon
Xenesbl, Nerknx n gp.

CTpYKTYpHbI aHanor oonMeBon KUCNOTbl, MHTIMOUpyeT

(auunKno-ryaHosumH)

oCTaHaBnmBaeT cuHTe3 BupycHon AHK

MeTOoTpeKkcaT aurngpodponatpenykrasy, HapylwaeT CUHTE3 NYPUHOBLIX | XUMUOTepanusa onyxonewn
HyKreoTuaoB 1 npespatleHne oYM® s aTMO
TUOIVaHUH AHTUMeTabonuTt, Hapywaet cuHTe3 [JHK n muTto3 B JleyeHne ocTporo nenkosa u
y OnyxoneBbIX KreTKax XPOHMYECKOro Muesonenkosa
Aumnknosump MpeBpalaetcs B cooTBeTCTBYHOWNN HTD 1

JleyeHwne repnecHbIX NHGEKLNI

LinoosyanH
(ananor TumungmHa)
3anbumnTtabuH
(ananor 2'-a-
UUTMOMNHA

dochopunmpyeTtca B KneTkax opraHmama c
obpasosaHuemM g-HT®P, nHrnbmnpyrot obpatHyto
TpaHcKpunTasy u BroKMpPYT pennukaumo Bupyca
nMMyHoamnuumnTa Yenoseka

Jleuenwne ClN0a n
npodunakTuka NHpekuni,
Bbl3BaHHbIX BNY




