KupoBckas rocygapcTBeHHass MEAUIIMHCKAS aKaJaeMusl
Kadenpa xumum

Nlekuyus:

KOHEYHbIE NMPOAYKTbI ABOTUCTOIO
OBMEHA.

BUOCUHTE3 MOYEBWHDbI

3aB. Kadpegpoun: OKTOP MeAULUHCKUX
HayK, npodeccop
Llanok NeTp UBaHOBUY



KOHEYHBIE IIPOAYKTDI =
AMMHUAK

= [lerpagauna aMMHOKUCIOT
npoucxoauT NPENMYLLECTBEHHO B
neyeHu. [Npn aTom ocBobOXOaeTcs
aMMMaK. 3HaJYUTErNbHbIE
KonnyecTtBa aMmMnaka obpasyoTco
npu pacnage nypuHoB U
NMMPUMUNLONHOB.



Tabnuua 9-3. OCHOBHbIE MCTOUHMKA aMMMaKa

Hetounnk [Ipouece DepmenTh AORAINING
npoiecca
AmuHoKHCIOTE | Hempsmoe ge3aMurupoBanue | AMAHOTpanchepassi, 1D Bee Txanu
(OCHOBHOIE yTh fc3aMuEE- | Inyramariernaporenasa, NAD'
POBAHKA AMHHOKHCIOT)
OKucTHTENbHOE Ne3aMutu- | Dyramarnerumporenasa, NAD' Bee Tkauu
POBAHHE TTyTaMara
Heoxucmurenbroe aezamunn- | ['uerngasa-Cephn, [Ipermy1ecTBeHHO
posanue ['uc, Cep, Tpe Tpeonnnernaparassi, [1 TICHEHb
Oxucnutensroe nezamuid- | Oxcraza L-amurokucior, FMN [TeyeHs 1 OYKH
POBAHHE AMHHOKHCIIOT
(MATO3HAYMMBIH MyTh
7I3aMUHHPOBAHNS)
buorcHHbIC OxucautenbHoe TesaMubH- | AMurookcH;tasel, FAD Bee Tkanu
AMUHEI POBaHHE (TYTh HHAKTHBAUH
OHOTEHHBIX AMUHOB)
AMO ['HapomTrgeckoe AM®-nezamunasza Wurencupro
J1E3aMUHHPOBAHHE paboTarommas Mplmua




TOKCUYHOCTb AMMHUAKA

= AMMuak - NHs aBngerca kKnetouHbimM
aa0oM. ['pun BbICOKMX KOHUEHTPAaLMAX OH

noBpeXxaaeT rnaBHbIM 0bpa3omM HeEPBHLIE
KNeTKM (renatapru4yeckas Koma).

= B HopmMme pacnapg 70 r AK B cyTKu BeeT K
KoHUeHTpaumun NHs B kpoBu 60
MKMOnb/1.



ToOKCMYHOCTL AMMHAKA

= B onbiTax Ha Kponukax KOHLUEHTpaLuns
NHs 3 Mmonb/n Bbi3biBana cMepTb!
* [I[PUYNHBI TOKCUYHOCTMU:

1. npun pH kpoBun B Buae NHai+,
NPOHMKAET Yepes3 nnasm. u MX
MeMOpaHbl C OONbLLUNM TPYAOM.



= Hentp. mon. cBoO. NHs nerko
NPOXOoOAT 3T MemOpaHsbl. [pwu

pH 7,4 Tonbko 1% NHs oT obLiero
KONMM4YecTBa aMMmaka NPoOHUKAET B
Krnetkm mo3ra n MX.



IHIpUYUHBI TOKCHYHOCTH

- 2. NH3 + a-KI' + HAO®H2 -

my + HAQ® T+ H20

OTT1oK anbda- KI' n3 dpoHaa
LITK n kak cnegcteue —
CHUXXEHNE CKOPOCTU
OKUCIIEHUS TTHOKO3b



ToOKCMYHOCTL AMMHAKA

= AMMMaK HaCTOSNbKO TOKCUYEH, YTO
[OMKEH ObITb HEMeaneHHo yaaneH
NocpeaCcTBOM 3KCKPETOPHOrO
MexaHu3ma, NMbo NyTeM BKITHOYEHUS
B ApYyroe asoTrcogepallee
coeVHEeHNe - MeHee TOKCUYHOe.



MexaHUu3MBI T€eTOKCUKAIIUU
aMMHAaKA

= 1. CnHTE3 rmyTtamuHa: [ 1nH,
acrnaparumHa: AcH.

= 2. CUHTE3 MOYEBUHBI.
= 3. AMnHupoBaHue a-KI --> [ny.
=4, AMmnanpoBaHue OenKoB.



MexaHM3MbI I1€TOKCUKAIIUU
aMMHAKA

= 5.CMHTE3 NYPUH. N NUPUMUL.

CTPYKTYD.

= 6. Hentpanusauyma B no4vkax
Kucrnotamum u BblaeneHmne ¢ Mo4owu
aMMOHUUHBLIX CONEWN.



BoccTaHOBUTEIBHOE
AMUHHUPOBAHHE

BonbLUMHCTBO OpraHM3mMoB obnagaer
CNOCODOHOCTBLIO peyTUnNnu3npoBaTb aMmMmak 3a
CUET peakuumn, Katanmsnpyemomn
rmyramataermnaporeHasomn.

= A-Ketornytapat + NH3 + HAL®H.H+ [
[nytamat + HALO+.
ITO 80oCcCMaHosuUMeribHoe aMuHuUpo8aHue.



BoccTaHoBuUTEIBHOE
AMUHHPOBAHHE

o-Ketornyrapar [(myTtamar MmyTamuH

NADH" NAD’ ATO ALoO+P
[nytamatpgerugporeHasa  [nNyTamMuHCUHTETA3a
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Puc. 9-12. lyTn nenonb3oBaHUs rAYTaMUHA B OPraHU3Me.



CuHTe3 acnaparvHa

(|:OOH CO—NH,

b by —

| o

CH—NH, - CH—NR,
|

| _
COOH ATO  AMO+PP  COOH

Acnaprar Acnaparu



MOYEBHHA

=Y yenoBeka nHaktuBaums NHs
OCYLLECTBNAETCA 3a CYET
CUMHTE3a MOYeBUHbI, YacTb NHs
BbIBOOUTCSH NOYKaAMM.



CHHTE3 MOYEBUHDBI

Mo4yeBUHa - 3TO HEeUTparibHoe "
HeTOKCU4YHoe coeanHeHune. Monekyna
MOYEBMHbI MOXKET NPoXoauTb Yepes
MeMOpaHbIl, 13-3a ee XOPOLLEN
PAacTBOPUMOCTU B BOJE MOYEBUHA FIErKO
NepeHoOCUTCA KPOBbIO U BbIBOOAUTCSA C
MOYOMU.



CTAJIMA CUHTE3A
MOUYEBUHBI

» MouyeBnHa obpasyeTcs B pe3ynbrarte
LIMKNTMYECKOM NocrieaoBaTerlbHOCTU
peakLM, NPOTEKaOLLMX B MeYEHM.

= Oba aToma a3orta bepyTcs U3
CBOOOOHOIN0 aMMMaKa 1 3a cyeT
Ae3aMUHUPOBAHUA acnapTara,
KapOoHUNbHasA rpynna — 13
rmapokKkapooHaTa.



IlepBas peakuus

= Ha nepBou ctagum 13
rmgpokapboHara (HCO3-) u
aMMunaka c notpebrneHmnem 2
monekyn AT obpasyetcs
Kapoamoundyocdoar.



Cunrte3 kapoamouigocdara
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Bropast craagusa

= KapbamMousnbHbIM OCTAaTOK NEPEHOCUTCH
Ha OPHUTUH C 0Opa3oBaHNEM
uuTpynnuHa. BHoBbL Heobxoanma
9Heprna B opme ATD, KOTopbIN NpU
9TOM pacllennsercad Ha AMOP v

anagocaar.



CHuHTE3 HUTPY/JIMHA
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Tperbst cTagus

= BTopasa amumHorpynna Mmonekynbi
MOYEBUHBbI MOCTABMSAETCS 3a CYET
peakuun acnaprara C UUTPYISIMHOM.



CHHTE3 AaPrUHHHOCYKIIMHATA
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[1na obecnevyeHnss HEOOPaATUMOCTU
peakuun gndocdart rmagponnsyeTcs
nonHocTb. OTWwenneHne
doymapara ot aprmHUHOCYKLUMHAaTAa
NPUBOOAUT K apPrUHUHY,



YerBeprast cragusd
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Ilaras cragusa

N3 KOTOPOro B peaynbraTe rmaposinsa
obpa3yeTca Mmo4yeBUHaA.
OcTatowmmncst OpHNTUH BHOBb
BKIHOYAETCA B LINKIT MOYEBUHDbI.



Ilgaras cragusa
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AMMHOKHCIOTA
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TpaucamMuHnpoBame
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AMUHOKMCIOTAaL

Puc. 9-16. OpHnTuHOBLIA UnKn Kpebca-T eH3enenTta. OKucnurensHoe gesamMuHupoBaHuMe rnyramarta rnpomcxoamT B MUTOXOHOPUAX.
DepMeHTbl OPHUTUHOBOIO LUKNa pacnpegeneHbl MexXay MUrToxoHapusMu m yurtos3onem. NMoastomMmy HeobxoouM TpaHCcMeMOpaHHbIn ne-
peHoc rmyramara, umTpynnuHa u opHMTUHa C NOMOLLBLIO crneundunyeckux TpaHcnokas. Ha cxeme nokasaHbl NyTU BKIYEeHUA asoTa AByX
pa3HbiX aMUHOKUCNOT (aMuHokucnora 1 n aMmuHokucnoTa 2) B MOneKyny Mo4YeBUuHbl: ® ogHa amMmuHorpynna — 8 Bue amMmmumaka B MmaTpuk-

ce MUTOXOHOPUK; * BTOPYIO aMUHOrpynny nocraensieT acnapraTt UMToO30nsi.



BEJIOCHIIE] KPEBCA

= Pymapart, o6pasyoLmnca B LMKNe
MOYEBUHBLI, MOXET B pe3ynbraTe ABYyX
cTaguun uuTpaTHoro umkna [o, 7] yepes
ManaT nepexoguTb B oKcanoauerar,
KOTOPbLIX 32 CYET TpaHCaMUHUpoBaHua [9]
ganee npekpallaeTtcsd B acnapTar.
[locnegHun Takke BHOBb BOBIIEKAETCH B
LIMKIT MOYEBUHBbI.



Perenepanus acraprara

Kapbamoundocdar
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MovesuHa /
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NAD'  NADH+H'

Puc. 8-17. Liukn perexepauvun acnaprara, CONPAKEHHBIK ¢ OPHUTUHOBLIM LIMKAOM.



Acetyl coenzyme A
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The curved arrows are a shorthand way of showing the reactants and
products. For example, in step @) the NAD reacts with isocitrate to
produce a-ketoglutarate, CO,, NADH, and H™'. The last two then leav ‘
the site of the reaction. \

Figure 13.8 « The citric acid (Krebs) cycle. The numbered steps are explained
in detail in the text.
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Puc. 9-18. B3anmoCBA3L OPHUTHHOBOTO LMKNA 1 oBwero nyTu katabonuama. @ymapar, obpasylowWwmiics B peaynbTate paciienne-
HWA aPIVHWHOCYKLIMHATE, NpeBpawaeTcs 8 Manar, KOTOpbIit 3aTEM NEPEHOCUTCH B MUTOXOHOPUM, BKNtouaeTcs B LITK u nerwopupyetcs
¢ ofpasocBaHVeM okcanoaleTara. 31a peakums COnpoBOXRAETCa Boifenexnem 3 monekyn AT®, KOTOPHIE U KOMMEHCUPYIOT 3aTpaTh
SHEPTN Ha CUHTE3 OHON MONEKYsibl MOYEBUHbI,



SHEPI'O3ABUCUMBIN
MPOLECC

= bruocnHTes mo4veBUHbLI TPebyeT bonbLLKX
3atpaT SHeprun. IHeprmsa nocrtaBnseTcs
3a CYET pacLlensieHns YeTblpex
BbICOKOQHEPreTUYECKNX CBA3EWN: OABYX MNpu
CUHTEe3e Kapbamoundocdara u asyx (!)

npu obpasoBaHMN aprMHMHOCYKUMHATa
(AT® — AM® + PPi, PPi — 2Pi).



KOMITAPTMEHTAJIU3ALIUA

= Llnkn Mo4YeBMHbI NpoTEKAET
UCK/TroHUmMeribHo 8 riedeHu. OH pa3aeneH
Ha ABa KOMMNapTMeHTa: MUMoOXoHOpuUU U
uumonnasmy. NpoxoxageHne 4yepes
MeMOpaHy NPOMEXYTOYHbIX COEeaNHEHUM
LINTPYIINHA N OPHUTMHA BO3MOXXHO
TONbKO C MOMOLLbIO NePEeHOCYUKOB.



AJVIOCTEPUYECKAA PEI'YJIALIUA
CUHTE3A MOYEBHUHbI

CKOpPOCTb CMHTE3a MOYEBUHDI
onpenengercda NnepBov peakumen umkna.
KapbamourighocghamcuHma3sa akTUBHa
TONbKO B npucyTtcTemn N-
aueTunrnyramarta. YpoBeHb aprMHMHa v
9HeprocHabxeHne cUnbHO 3aBUCAT OT
KOHLUEHTpPAaLUKX 3TOro anfocTtepmnyeckoro

adpdpekTopa.




HacieacTBeHHbIC HAPYIICHUS

OPHUTHHOBOI'O ITMKJIA U HUX
CUMIITOMBDBI
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Puc. 9-22. BmoveHne 623a30TUCTOro OCTaTKa aMUHOKMCIOT B o6wmi nyTe kaTabonusma.



Ilyrn OMoCHHTE3a 3aMEHUMBbIX
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1 1I0K030=aJJAHUHOBBIN UK.

Puc. 9-13. MwKo30-anaHUHOBbBIM LMK,



Glucose/Alanine Cycle
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