OOMeH benka 1 aMUHOKUCTIOT

KaTabonuam:

1.rmaponus 6ernka 4o aMMHOKUCIOT (BHELLUHMWX 3Tan B
nonoctn XKKT), B nn3ocomax, nporeacomMmax KIeTok.

2. pesaMuHMpoBaHue, AeKapoboKkcunupoBaHue,
OoKMcneHue yrinepoaHoro ckeneta n cneyndunyeckue
npeBpaLleHnsa aMUHOKUCINOT Mo pagukany.

AHabonunasm:
1.0MOCUHTE3 aMUHOKUCTIOT
2. OnMocuHTEe3 6enkos



[ToTpebHOCTL B benkax 1 HOpMb
O6enkoBOro NUTaHMS

benkn — HezamMmeHMbIN KOMMOHEHT MULLN, NPaKTUYECKHA
eOVWHCTBEeHHbIN UCTOYHUK a30Ta OJ19 CUHTEe3a
aMUHOKUCIIOT N a30TUCTbIX OCHOBaHUMN.

B HOpMe Yy 300pOBbIX B3POCHbIX NOAEN KONTMYECTBO
noTpebnaemoro a3ota 1 BbIBOAMMOIO a3oTa NPMMEPHO
ognHakoBso ( N, — 6anaHc paBeH Hyno (a3oTucroe
paBHOBecwue).

OTpuuarterbHbIn a30TUCTLIM DanaHC XxapakTepeH Ans
NOXWSI0ro Bo3pacTa, roriogaHusi, pakoBoW KaxeKkcum,
0XXOroBon 060ne3Hun, AUTENbHON NHMEKLNN.

[TonoxuTtensHbI — 0519 0€PEMEHHbIX XXEHLLMH U
MIlageHLueB, NMpu BbI34OPOBIEHUN.
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[ToTpebHoCTM B benkoBou nuLle

» KoadbdpuruneHt PybHepa (koaddpUumMeHT
M3HawmBaHus) = 53 Mr N, /kr macchl Tena.

« 23 1 Bernka pacnagaeTcs eXXeCyToYHO.
. T5O ans 6enkos Bcero tena = 80 cyTkam.

 MegneHHee Bcero oOHoBMAKTCA benku
COeaNHUTENBbHON U MbILLEYHOU TKAHW
(0o nonyroga),

* beicTpee Bcero — benku kposu (10-14
aOHen), epPMEHTbI, FOPMOHbI, peLenTopsbl



[ToTpebHOCTb B benkax

dunsnonorndecknt MMHUMYM = 35 -50 r B CyTKM.
Ontnmym — 85 -100 r B CyTKM

KauecTBO noctynaruwiero 6enka (bnonoruyeckas
LEHHOCTb) onpeaensieTcst ero aMMHOKUCITIOTHLIM
COCTaBOM U DNOMOrnM4eckom AOCTYNHOCTbIO ()KUBOTHbIN
NN pactTuTenbHbi 6eNoK) 1 PacTBOPUMOCTLHIO
(cnocobHOCTLIO rnaponmaoBaTbcsd). Hanbonblien
Ononornyeckon LEeHHOCTLIO 00NaaaloT ANYHbIU
anbOyMMH N Ka3enHoOreH MoJsioka.

400 — 500 r 6enka execyTo4YHO CUHTE3UPYETCA B
opraHusme (Ao 300 r 3K30reHHbIX U 3HAONeHHbIX
aMMHOKUCIOT NoaBepraeTca peyTunusauun).
AMMHOaUMaypua orpaHnyeHa B Hopme (peabcopoums!)
N KacaeTcsa B OCHOBHOM 3aMEHUMbIX aMUHOKUCIIOT.



BHewWHN oOMeH Oenka

 [loaTanHbIn NpoTEONnU3 6enKoB 40 aMUHOKUCIIOT,
nuuieHne nx sngocneynPuyHoCcT N aHTUrEHHOCTMW.

e [NaBHbIMWN KOMMOHEHTAaMM XeJylyao4HOro coka
ABNAIOTCA:
HCL (BblaenseTcsa o0Knago4YHbIMU KreTkamu).

MyLMH — rmmnKonpoTenH obpasyoLnin 3aLlnTHYHO CIn3b
(BblaensieTcs 4obaBOYHbIMM KIeTKamMu).

MNencuHoOreH — npeawecTBEHHMK NeNcnHa (BblAENSeTCS
rMaBHbIMW KNETKaMKn CIM3NCTON 0O0MoYKM XKenyaka).

XMMO3UH (PeHHUH) Y TPYOHbIX OETEN.



Mnaswa xpoan

xenyara W cr

Bupaborxa conmmon kMcnoTee oBKNasovHuMm
KNOTEKAMM MaNyaouHsix xenes: 1 - xapboanzudpasa,
2 - H/K -AT®axa; 3 — aHHonHbiA Karan,
4 ~ WNOpHOHLR xasan,



Pornb congaHou KUCNoThbl

* 1. Co3gaet Kucnyto cpeny B rnonocTu
xenygka (pH 1,5 -2), ycnosusa ang
camMoaKkTMBauun (aBTokaTanumsa) rnercuHa.

« 2. leHaTypupyeT nuweBble Denku,
yIydwas ux npoTeonus.

* OkasbIiBaeT bakTepuungHoe OencTBume.

* Perynupyet noctynneHme nuwm n3
xenyoka B 12 —NepCTHYIO KALLIKY.



Perynauna cuHTesa conaHou
KUCIOTb

* [MCcTManH [J rmncTaMmnH — akTuBaLUUS
ageHunaTumknasbl — aktuBauug
doconpoTenHkmHasel ¢ ydactmem LAMO
— (pochopunmpoBaHme kapodbaHrmugpasbl
(aKkTMBaUUSA) Kro4YeBoro oepmMeHTa B
CUHTE3e COJISSHOM KMCIIOThLI B
anuMTeNnanbHbIX KreTKax xenyaka.



NMENCUHOIEH — NEINCUH

e [lencuH — NPocTon oaHOLIENOYEYHbIN BENMOK,
KapObokcunbHas (B akTUBHOM LIEHTPE acn-acr)
9HOoNpoTENHA3a..

e AKTuUBMpYyeTcsa npu otwenneHmn N-KoHUeBOro nentuaa
1n3 40 aMMHOKNCIOT (B OCHOBHOM KaTMOHHbIX),
OOKNPYIOLLIErO aKTUBHBIW LIEHTP dpepMeHTa:

1) B KMcrnowu cpege (KACMOTHbIW r’Maposina ¢ ydactmem
HCI, meaneHHo),
2) aBTOKaTanus (o4eHb OLICTPO).

e Caut-cneundpmn4HOCTbL B OTHOLLUEHUN rMaOponn3a
I'IeI'ITI/I,EI,HOI7I CBSI3U, O6pa3OBaHHOI7I'
NH rpynnon reun, eH, Tmp nnu
%)H rPYNMou rny WUmm rnH.



CepuHOBbIe 3HAOreHHble canTcneunpunyHble
NpoTENHA3bI.

Ontumym pH: B cnabouwenovyHon cpene obecneymBaroT
brkapboHaThl CoKa NoaXenyaqovyHOW XKenessbl.
CuHTe3: B BUge npocdepmMeHTOB

AKTUBaUusA: B npoceeTe 12 — NepCTHOWU KULLKM MyTEM
NMMMUTUPOBAHHOIO NPOTEONIN3a.

UHnunmnpyeT aktuBauuro 3HMEPOKUHa3a,
donkcmpoBaHHasa Ha NOBEPXHOCTU 3HTepouuToB. OHa
oTwennaeT ot mpuricuHo2eHa N-KOHLEeBOU nenTtua,
npuv 3TOM POPMUPYETCHA aKTUBHbLIUN LIEHTP doepMeHTa

TPUNCUHa. Janee — aBTOKaTanus.



* TpuncuH obecnevynBaeT akTUBaLMIO
XUMOMpuUricuHo2eHa, rpoaracmaassbl,
rnpokapbokcuriernmuoassl,
oTwennass N—koHueBble nenTuabl.

 Kackag npoTeoniMTu4ecKnx sHO0- 1
9K30- NnpoTteunHas, aunentngas XKT
obecne4vynBaeT rmaposnn3 6ernkos NULLM 0
CBOOOAHbLIX aMUHOKUCIIOT.



 KapbokcunenTtupgasbl — CO CTOPOHbLI CBODOAHOM
Kapbokcurpynnol

1) kapbokcunenTngasa A
cneumnapuyHoCcTb — HesapsKeHHble AK

2) kapbokcunenTtmnaasa B
CneunduyHOCTb — NN3 U apr

e AMMHoONenTuagasbl — , AenarT TO XXe caMoe CO
CTOPOHbI CBOOOAHOWU aMUHOIPYmnbl.

NMPOLYKTbI: Tpu- n gnnentnal,

 Tpu- v gunenTtunaasbl C pa3HoM cydbcTpaTHOM
cneundunyHOCTbIO
NMPOOYKTbI: cBoboaHble aMUHOKUCOThI



[lepeBapnBaHue CroXxHbIX 6enKoB

[MNencuH n HCI xenyaka: ot 6enkos otaensaoT NPOCTeTUYeCcKue rpynnbl, ganee 3ty rpynnol
npeBpaLLatTCs B COOTBETCTBMU C UX XUMUYECKOWN MPUPOLOWN.

em XPOMOMPOTENHOB OKUCIAETCA B reMaTtuH, OH NoYT HE BCaCbIBAE€TCHA, BbIXO C KaJIOM.

HykrnenHoBble KUCMOTbI nog AeiicTBMEM PUOOHYKIeas 1 Ae30KCUPUOOHYKeas
NaHKpeaTnyecKoro coka_pacLiensigioTcd 40 MOHOHYKIeOTUAOB.

CTeHka Kuue4yHrKka BblaenseT nonnHykneornaasol, poccoamnacrepasnbl 1 pocartasbl. OHK
pacLUennaAT HyKNenHoOBbIE KUCMOTbl 40 MOHOHYKNEOTUA0B U Aaree.

MexaHu3m gencTBus: 3HO0- U 3K30HYKIeasbl, HyKkrneomuda3sbl, hocchamassbl.

1) 9HOOHYKMNeasbl: HYKITENHOBbLIE KUCITOTbl — ONTUIOHYKI1eoTUAbI.

2) 9K30HYKMNeasbl: OT HYKMENHOBLIX KUCMOT, OSIMTOHYKNEeOTUAO0B — KOHLIEBblE MOHOHYKNEOTUAbI,
3) HykneoTuaasbl, ocdarasbl: MOHOHYKNeoTuabl — pocgopHas KUCnoTa U HyKreosnabl — 40
CBOOOHbIX a30TUCTbLIX OCHOBaHUIN U MEHTO3.

BcacbiBaHue. MOoOHOHYKNeoTnabl B CTEHKY KMLLEYHMKA NOYTU He nocTynatoT. B kpoBb —
HyKNneo3nabl, NPOAYKTbI NOSIHOMO pacLUensieHns HyKneoTuagoB 1 NyPUHOBLIX OCHOBAHUN.

Mukpodriopa KuileyHuka: 4YacTb MYPUHOBbLIX HYKITEeoTNA0oB — B N'MMOKCAHTUH, KCAHTUH,
MOYEBYIHO KUCJTO0TY, KOTOPbIE BCACbIBAlOTCA.

Uernosek 6OJ'IbLI_J_yI-O 4acCTb MOCTYNMUBLUMNX B KPOBb HYKIeo3naos, nypnuHoB " nMpuMmnanHOB He
NCMNosnb3yeT, BCe AerpagnpyeT 0o KOHEYHbIX NMpOoaAYKTOB obmMeHa 1 BbIBOAUTCA.

OK30reHHble HyKIeMHOBbIE KUCIOThI NPaKTUYeCKM He ObiBalOT NpeaLlecTBEHHMKaMu
HykneoTnaos. MoTpeGHOCTU B HYKNeoTuAax NofIHOCTLHO NOKPbLIBAKOTCA 3a CYeT
3HOOreHHoro cuHTtesa “de novo‘ npmu Heob6xoaMMOM KONNYECTBE UCXOOHbIX BELLECTB.



BcacbiBaHne aMMHOKUCIOT B
KUe4yHunkKe

B KpoBb (95%) n B numdy

1) B membpaHax aHTEPOLUMNTOB KNLLIEYHbIX
BOPCUHOK — HECKOJTbKO CUCTEM aKTUBHOIO
TpaHcnopTta (Na*-3aBUCUMbIN CUMMOPT), AN
aMWHOKWUCIOT C pasnnyHbIMU pagukanamu.

2) y-rmiTaMmunTpaHcnenTugasa —
doepMeHT, CNOCOOHbLIN OCYLLECTBNATh
TpaHCMeMOpPaHHbIN NMEPEHOC aMUHOKUCTIOT U
nenTunaos.



TpaHcnopTepbl aMUHOKUCHIOT

5 rpynn TpaHCMopTEPOB A Pa3HbIX
aMWUHOKUCIOT:

HenTparnbHbIX (FMULWH, anaHuH);

HEUTPAanbHbIX C ANTMHHOW Pa3BETBINEHHOU
Lenbto (NenymH, N3onenumuH);

C KATMOHHbIM paankanom (NMN3nH);

C aHMOHHbLIM paaukanom (acnaparmHoBas,
rmyTamMmMHOBAA KNCNOThI);

NMMUHOKUCIIOT (aprvHUH).
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LHeJInadaKUs

e HacrnencTBEHHOE nporpeccupytollee 3abonesaHue,
npueoasiLlee K USMEHEHNAM B TOLLLEN KULLIKE:
BOCManeHno U Crina)XmBaHMKO CRU3NCTON 0D0NOYKM,
NCYE3HOBEHUIO BOPCUHOK, aTPOdUM LLIETOYHOWU KAaeMKU
N NOSIBIEHNIO KyOOBUAHbLIX 3HTEPOLUTOB.

* [MpuynHA: BpoXgeHHaa HenepeHOCUMOCTb IMTeHa
benka KrnemkoBuHbI 311aKoB (pacTBOpPUMON dopakumnm —
rmmaguHa).

e [IposiBNnsaeTcsa nocrie BBeAeHUS B paumoH MnageHuya
rmmaguHcogepKawwmx npoayKkTos (MaHHOW Kaluu. . .)
[TaToreHes 40 KoHua He BbIACHEH. [MnoTesbl:

1) NnpssMoOe ToKCcM4eckoe BO3aenCcTBMe benka Ha CTEHKY
KNLLIEYHMKA U
2) NUMMYHHbIW OTBET Ha DENIoK B CTEHKE KULLIKU



« Peakunun gesaMmHnMpoBaHna U
nekapOboKkCcMnMpoBaHUa aMUHOKUCIOT C
y4yactnem baktepmanbHbiX EPMEHTOB.

e B KMwe4yHuke HakannBarloTCA TOKCUYHbIE,
buonorn4yeckn akTMBHbIE BeLLecTBa:

e [lyTpecuuH un KapaBepuH (TPynHbIe
AAabl), Kpe3on, peHon, UHAOM, CKaTon,
aMMMaK, cepoBoaopoa.
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2) S-cooepxawme AK

* MET, UMC — H,S, meTnnmepkanTtaH (MHave
METaHTNO), roMmocepuH, ammmak, CO,

0 O
HSC’S\/\/KOH > HC—SH + /W/ILOH + NH;

MeTUOHWUH MeTaHThoN Ketobytupat  AMMMaK

e METaHTUON — MeTaH + cepoBoaopo.
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Katabonuam TMpoauHa nopg pencresuem 6akrepuun.

E — 6akTepuanbHble epMEHTHI.



3’-®occhoapeHo3uH-5"-thochocynbar (PAD-SO,H).
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KoHblorauus cgpeHona u kpesona ¢ PAPC. E — cynuoTpaHchepasa.



COOH
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YuacTtue YA®-rniokypoHuntpaHcgepasbl B ob6e3spexuBaHum kpesona u peHona. E — Y®-rnioKypoHunTpaHchepasa.



CH, — CH. — COOH CH — COOH
' ——’
NH, Hz

NH
TpuntodaH I/IHnon CepwvH

N
CH, —COOH E CH,
—>
9 J e

NH NH

MHoonunykcycHasa KkucnoTta Ckaron

Katabonuam tpuntocaHa nop aencresmem 6Gakrepui.

E — 6akTepuanbHbie epMeHThI.



OH O 803H 0—S04K
+ ®ADC —’ w
CDAcD
NH

WNHaon WNHpokeun WHpokeuncepHas YKUBOTHBIN
Kkucnota NHOUKaH

- YuacTtue cynbhoTpaHceepasbl B 06e3BpeXnBaHuu MHAONA.

E — cynbhoTpaHctepasa.



Obe3BpexmBaHue NPoAyKTOB
rHUEHUSA B NMeYeHu

buoTtpaHchopmauusa: 1) ctagns - xmummn4yeckas
moaudumkauma + 2) ctagus - KOHbrorauums

Bo 2-1 cTagun y4yacTBYIOT Hecneundguieckue,
nHAayunbenbHble EePMEHTbI MUKPOCOM NEYEHMN:
PADC-TpaHcoepasa, YOD-TpaHchepasa;
OHW 0DOpa3yloT NapHble, HETOKCUYHbIE,
pacTBOPMMbIe COeANHEHUSA C Pa3NTINYHLIMU
cybcTparamum (9HAONEHHBbIMU U 3K30INEHHbLIMW) —
rMOKYPOHUAbI UNu cynbdaThbl.

I nyTatuoHTpaHchepasa — PepMeHT obpasyer
KOHBbIOratbl ¢ rmyratTuoHom (GSH)



BHYTPUKNETOYHbIV MPOTE0NN3

« Onuro- un aunnenTtmgbl MOTIyT ObITb
rmaposin3oBaHbl B LUATOMNJM1a3Me nenTunaa3amMm.

* JlInzocombl. Knucnbie rugposnasbl: TUOMOBbIE U
acrnaprtaTHble npoTenHasbl (KatencuHsl B, L, H,
D), rmgponunaytowine 0enku.

 BbicoOKonsoupartenbHble MPOTeaCOMHbIE
rMAOpPoONUTUYECKNE KOMMJIEKChI B LUTOMNMasme
Onsa yoaneHusa gedekTHbIX, NOBPeXO4eHHbIX UMnn
PEryNATOPHbIX, KOPOTKOXUBYLLIMX OENKOB.
[1ns aTOro cyLecTByeT perynaTopHbIn,
pacrno3HaloLmMmm KOMMeKe, «noMmevaroLLnm»
benkn, nognexawme gerpagaunm (YOMKBUTUH).



3awuTa oT npoTeonunsa

Kak B KneTkax, Tak U BO BHEKITETOYHOM MPOCTPaHCTBE,
B KpOBM paboTaloT U cUcTeMbl NpoTeonusa u
aHTUNPOTEONUTUYECKOMN 3aLUUTDI.

MexaHu3mbl 3alUTDI:

lpocTpaHcTBEeHHbIe orpaHn4eHus (MembpaHa
FIN30COM, PEryNATOPHbIE KOMMIIEKCHI MPOTEacoMm)

CyLLI,eCTBOBaHI/Ie NnpPOoTENHA3 B BUOE HEAKTUBHbIX
npeawecTrBeHHUKOB.

mMuko3unnupoBaHue 6enKoB

OHOOrEHHbIE MHIMOUTOPLI MPOTEUHA3:
o1 —aHTUTPUNCUH, a2—MaKpornobynuH nrasmol,
TKaHEBbIE KNCNOTOCTabUIIbHbIE UHTMOUTOPBI.



[TpOMEXYTOYHBIN OOMEH
aMNHOKNCIOT

» Obwue nytTn katabonmama aMMHOKUCIIOT
(Oe3aMunHmMpoBaHue, TpaHCaMUHUPOBAHUE,
nekapbokcmnupoBaHume)

« YacTHble peakuun npeBpaLleHni
aMUHOKUCIIOT.

* [TyTn cuHTE3a 3aMEHNMbBIX aMUHOKMUCIOT.



MeTabonuyeckme yHKLNM
aMWUHOKUCNOT

Kpome yyacTtusi B cMHTe3e nentuaoB U 6enkos,
ydyacTusi B nony4vyeHum aHeprum (okmucrneHue o CO2,
H20 paeTt = 15% 3Heprum), y 6onbLMHCTBA
aMMHOKUCIOT aKkTUBHaA MeTabonnyeckas «cyabba»:

18 aMMHOKNCNOT SABNSAOTCA MMUKOreHHbLIMN (KpoOMe Nen
N Nn3)

MerT, cep — 6/c pochonmnmuaos

MeT — 6/c Bcex bernkoB, ctapTtoBasa AK

I'nn — 6/c nopdUPUHOB, rNn - HEMpomeanaTop
Acn, rnu, rnH, MmeT — 6/c a30TUCTbIX OCHOBAaHUI
Tup — 6/c KaTexonamMmHOB N TUPEONAOB, MeNaHnHa
I'my, Tpu — 6/c HeMpomeanaTopoB

I'ny, rmun, unc, apr — 6/c rnyTatnoHa, KpeaTnHa



CUHTE3 SAMEHUMbIX AMUHOKUCIIOT

* ACTOYHUK yrnepoaHbIX CKerieToB —
rMOKo3a,
ncroyHuk asora — NH,-rpynnsi AK, NH..

* Peakynmn TpaHcaMUHNPOBaHUSA
 BoccTtaHOBUTENBHOIO aMUHNPOBAHUSA
* Apr — B peakymax cmHTe3a MoYeBUHbI
* Tup — U3 doeH

e Llnc — n3 met



[lesamnHnpoBaHne aMUHOKUCIOT

 MexaHn3mMbl: BOCCTaHOBUTESIbHbIWU;
rmaposiIMTUMECKNN; BHYTPUMOSIEKYIISPHbIN,
OKMUcnuTerbHbIN. Bce OHM NCNONb3YyOTCH
MWUKPOMopou NonocTu pTa

e B KneTkax mrnekonutaroLUX:

e 'nc noaBepraeTcs BHYTPUMOSEKYIISIPHOMY
0Ee3aMNHUPOBAHMUIO,

e Cep u Tpe — rmaponmMTnUYeCcKomy.

Ny — npsAMOMY OKUCIIUTENIbHOMY
nesamMmuvHupoBaHuio. BaxxHO B oOmMeHe BellecTB!
Ha ocHoBe 3TOroO:

 Bce gpyrue AK — HenpaMmomy Ae3aMUHNPOBAHUIO
(Yepes nepeaMnHUPOBaHUE C a—KETOrnyTapaTtom)

» Bce gpyrue AK nogsepkeHbl OKUCITUTENbHOMY
Oe3aMUHUPOBAHMIO BECbMa YCIOBHO: No4YeMy? — CM. garee
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OxkucnutenbHoe
aAe3aMunHunpoBaHue AK

Ona KaXkaou aMUMHOKUCNOTbI eCTb
cneuudumyeckasa okcupasa (neYyeHb, MOYKU):

FMN-3aBucumble okcngasbl L-amMmUHOKUCHOT
nverotT ontumym pH B wenovyHoun cpeae pH=10
(aKTUBHOCTb O4YeHb U O4YeHb HMU3Ka N peaKkuuu
NpPOTEKAaKT CIMULLKOM MeaSIEHHO).

FAD-3aBucnmblie okcungasbl D-aMUHOKUCHOT

(aTn AK He xapakmepHbI ONA XXNBOro opraHmnsmal)
BbICOKOAKTUBHbI B HEUTPANbHOW cpeae, OKnUcne-
HUEe NOET OO0 KETOKUCNOT, KOTOPblE CTAHOBATCH
cyocTpatamum gna pecuHtesa L-aMMHOKUCTIOT
(B peakumnsx nepeaMmmHUpoBaHUSA)



OkucnutenbHoe

Ae3aMMHMpoBaHue

Hanbonee akTMBHOW Ae3aMMHa30U ABNSAETCS
rmytamataerungporeHasa (NAD- saBucumas)

Peakuua vaeTt B ABe cTaguu.
cbepmMmeHTaTUBHOE OKUCIIEHNE U CMOHTaHHOe
ocBOOOXAeHne aMmMuMmaka ¢ y4yactuem Boabl.
Peakuusa obpaTtma BO BCeX TKaHSAX, Kpome
MbILUEYHOMN.

PepMeHT OfiIuroMmepHbIN, ansiocTepnuvecKum,
oTpuuartenbHble adpdekTopbl: ATF, NADH,
nonoxurtenbHble: ADF, NAD.

CuHTe3 dbepmMeHTa HOyUNpPYeTCS
KOPTUKOCTEepongamMm.






TpaHCcaMuHupoBaHue

ObpaTtnmas peakunsa Mmexgy KETOKMCNnoTamMm 1
aMMWHOKUCoTamMn (aMUHOrpyrnny nepeHocuT
KopakTop — nupuaokcanbdocdar).

Ha OoCHOBE KETOKUCNOT BO3HUKAKOT HOBbLIe
aAMWUHOKUCIOThI.

He ocBoOOXOaeTcsa ammuak!

[yTb K HENPAMOMY Ae3aMUHNPOBAHUIO
aMUHOKUCIOT, Koraa npu nepeammHnpoBanum AK
C KeTornytapaTtom obpasyerca rmytamart. 1Y —
9TO eANHCTBEHHAA aMWUHOKMUCIIOTa,
noaBepratoLlasics y>xe npsaMomy
OKUCIIUTESIbHOMY Ae3aMUHUPOBaHUKO
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CxemaTuU4HoO

Henpsmoe Ae3aMnMHNpoBaHne aMMHOKUCTIOT.
npy nepeammHupoBaHum c a-KIr obpasyeTcs rmytamaTt v noga-
BEPraeTcsa NPSAMOMY OKUCIUTENbHOMY Ae3aMUHUPOBAHUIO




AMUHOTpaHcdepasbl

JlokanunsoBaHbl BHYTPUKIETOYHO, HO NpWU
HapyLLUEeHUAX, CONPOBOXAAKLMXCA OeCTPYKUMNEN
TKaHen (OCTpbIe N XpOHUYeCKMne 3aboneBaHus),
doepMeHThLI U3 paspyLUEeHHbIX KIEeTOK BbIXOOAT B
KPOBb (MHOUKATOPHLIE PEPMEHTHI).

* AcCAT — cepaue (MX), AnAT — neyeHb (untonn.)

B HOpmMe KaKoe-TO KONMMYeCcTBO KITETOK B opra-
HM3Me Bcerga paspyLuaerca, OoH OTHOLLEHNS
akTuBHoCcTU ACAT Kk aktuBHocTu AnAT
(koadbduumneHT ae Putnca) paseH 1,33 (=20/15)

AcAT

=K =133+£0,42
AnAT
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MUoOKapaa

AxkTuBHocTb ACT

Bpems nocne nndapkra
1

>

4-6 yacoB 24 yaca 3-7 cyTOK

* B knuHuke tACT Habrnrodarom Oaxke rpu makux goopmax
UHapKkma mMuokapoa, Ymo He ebigernsaromcs Ha OKI.
Pocm akmueHocmu ACT e 2-20 pa3 ommedaemcs 8 95%
cllydaes UHgbapKkma muokapoa.

* Onpepgenenne aktusHocTn ACT/ANIT ncnonb3yoT Ans
anpdepeHUmanbHON 3H3MMOANArHOCTUKN DonesHen
MMoKapda v nevYeHn n KOHTPons apdPeKTUBHOCTU JleHeHUd
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Peakuuu, kaTaau3upyeMble acmapTaTaMUHO-
TpaHchepazoi U aJaHMHAMUHOTpaHchepa3oi



[lekapbokcunmupoBaHue
AMWUHOKUCIIOT

[Tpn yyacTnm nmpuaokcanb3aBUCUMbIX
Aekapbokcunas obpa3syroTcs
OnoreHHble aMUHBI.

* [y [l y — aMMHOMacnaHaga Kkucnora
* [uc [l ructammH

* Tpn [J CEPOTOHUH

* Tup [J godpamuH

AMUHbI BbICTPO YTUNN3NPYHOTCA
okcmagasamMmy MUKPOCOM.






rnymamam-

HoN— (I:H — COOH dekapbokcunasa H2N—(|3H2
(CHolo [upudokcanbgocgham (CHo)o
C|00H ; (l:OOH
[ nyTammnHoBas CO2 y-AMUHOMacNsHas
Kucnota Kucnora

* B ueHtpansHou HepBHoU cucteme FAMK aBnseTcs
TOPMO3HbLIM MeANATOPOM
(FTTY — yyactue B BO3OYyXOEHMN).

* Ha paHHux atanax passutuda mosra AMK onocpeayert
NPENMYLLECTBEHHO CUHANTU4YeCKoe BO30DYyXaeHuUe.
Bo B3pocnom mo3re ata pyHkuma FAMK ycTtynaet mecTo

CNHaANTN4eCKOMY TOPMOXEHUIO



HoN— CH— COOH [ucmuQun- HoN—CHo

dexkapbokcuna3la
CHao MMupudokcanbgocgham CHao
|_N —vb |_N
) )
N\NH NNH
COs
[ucTuanH [mctamuH

1. PacwimpeHne aptepuon U KanunnsapoB — MOKPaCHEHUE KOXW,
CHWXeHue apTepuarnbHoro aasnenma (AL)

2. [loBblLLEeHNE NMPOHNLUAEMOCTHUN KanninapoB — BbIXO4 *XUOKOCTU B
MeEXKI1eTo4HOEe NPoOCTPaHCTBO — OTEYHOCTb, CHUXEHUNE AlLl.
Ecnu 31O B roriloBHOM Mo3re — POCT BHYTPUYEPENHOIo aaBsJieHnNA

4. YBenn4yeHvne ToHyca rmaakmx Mbilll, 6poHXoB — cnasm u yayllibe
5. CnabbI poCcT TOHYCAa MbILLL, XXenya04YHO-KULLIEYHOro TpakTa.
6. CTUMYnNSUnNSA CEKpeLIMN CNIOHbI U XKenyoo4YHOro coka.
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2. CTmmynMpyeT COKpaLLleHWe rmaaKknx MbiLLL, COCYaA0B, KpoMme

COCvO0OB MMMokKanna m CKerneTHbIX MbillL — NMoBbILLIEHNE
Hexap6okcunasa

H2N—CH—COOH H2N—CH—COOH apoMamuyecKux HoN—CHop
TpunmoghaH- CH2 amuHokucnom CHy
audpokcunasa Mupudokcansgoccham HO

> ) ||
,\ NH
COo
TpuntodpaH 5-TnppokeutpuntodaH CepoToHWH
Tempaeudpo-  [uaudpo-
buonmepuH buonmepuH

Peaxuuu cunTesa CCPOTOHHHA

1. Ctumynunpyet cokpalleHue rmagkux moiwd XXKT — noBbllweHne
nepuctanstukm XKKT

2. CTMynumnpyet cokpalleHne rmagknx Mbilll, cocyaoB, Kpome
COCy4 0B MUOKapaa U CKeneTHbIX MbllLl, — MoBblLEeHNe
apTepuanbHOro gaBneHns

. Cnabo yBenunumBaeT TOHYC rMagkmx Mblilil 6poHxoB

. B UHC aBnsieTca TOpMO3HbIM MeaANaTopom

. B nepudepunyecknx HepBHbIX OKOHYAHUAX BEOET K BO3HUKHOBEHWIO
6onu n 3yaa (HanpuMmep, Npu yKyce HaceKoMbIX).

©) I >N V)



Hekap6okcunasza
apoMamuyeckux

euépom:unaaa Mupudokcanbghocgham CH
: : w > 2
CO9
OH
OH
TuposuH  Tempazudpo-  [Jueudpo- 3,4-noKcuernnanaHuH [odhamuH
buonmepuH buonmepuH

Peaxiu cunTesa nodamuna

 MeguaTtop NO0daMMNHOBLIX PELLENTOPOB B MOAKOPKOBbLIX
obpasoBaHusix LUHC

B 6onblumnx gosax:

* pacLuMpsaeT cocyabl cepaua, CTUMYNUPYET YacToTy U
CUny cepaeyHbIX COKpalleHNI

* paclmnpdeTr cocyabl NOYeEK, yBeIitinBad anypea



MHaAKTUBALIS OMOreHHbIX aMUHOB

1) Ae3amMmmnHUpoBaHue

MoHnoamuHOOKCUOa3a
®AL, Cult £0
R— CHo— NH, J rR—cZ
H
buoreHHbI amuH 02 H20 Ho05 NH3 Anbaeruna

Hanbonee aktueHa MAO B ne4veHu, xenyake,
NnoYykax, KNLLIEYHUKE, HEPBHOWN TKaHU

2) MeTUnUpoBaHMue



Memun-mpaHcgepasa

R— OH _/'_T> R—O0—CHs

SAM SAT
BUoreHHbIn aMmuH MeTunamuH

MeTunupoBaHmne OMOreHHOro ammHa
NPOUCXOONT NPU HANUYNN Y HETO MMOPOKCHU-
rpynnbi.

B peakuunmn yyacTByeT akTuBHaa popma
METUOHUHA — S-afeHO3UNTMETNOHNH (SAM).

Obpasyetca meTunmpoBaHHas dpopmMa aMmunHa
n S-ageHosnnromoumctenH (SAI).
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[1yTu npeBpalleHus yrjaepoaHoro pauKand HEKOTOPbIX AMUHOKUCIIOT B KJIETKE
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AMMMaK obpa3yeTcsa Kak pesynbrar:

* OKUCIEeHUs1 ODOreHHbIX aMUHOB
* YTUITIN3aUUN a30TUCTbIX OCHOBaHUK

JNlokanun3auna obpaszoBaHNA aMmMMaKa :
- KaK B KneTKkax opraHmama,
- TaK N B KNLLEYHUNKE C yHaCTUEM
bakTepuanbHbiX GEPMEHTOB.



AMMUAK

* B cyTkM B HOopme obpasyetca go 20 r ammmaka
(3TO 4 1/11), TEM HE MEHEE KOHLIEHTPAaUUS ero
B Kposu Bcero 0,2-1,32 mr/n (12-78 mMkmonb/n);
B Mo4ye 30-60 mmonb/cyT.

e HeCKONMbKO MOLLHbLIX CUCTEM
obezBpexunBaHusa B 1000 pa3 cHnxaioT
KOHUEeHTpaun ammmakal

* YBenun4yeHme B KpOBU KOHLIEHTPALIMN aMMUaKa
0o 0,6 mmones/n — cygoporn n ganee
KOMaTO3HOE COCTOSHUE.




MexaHn3mbl TOKCUMYHOCTU aMMMaKa

* NH3 npoHukaet yepes meMbpaHbl (KINETOYHYHO U
MUTOXOHAPUAanNbHbIE).

* YBennyeHme CKopoCTU BOCCTAaHOBUTESNBLHOIO
aMWUHMPOBAHUA o—KeTornyrtaparta

e CHWXAaeT ero yyacTtue B nepeamMnHUpoBaHUnN N CUHTE3E
aueTunxornuHa, noamMmunHa;

* CHmxaeT obpasoBaHne N'AMK,

e CHWXaeT ckopocTb LITK, yrHeTaeT untoxpomokcmaasy
(IVkomnnekc AL MX) — runosHepretnyeckoe CcoCTosiHMe

* AMVHVMpOBaHve rny 40 rMH NoBbILLaeT 0CMOTUYECKOe
NaBreHne rmnn 1 Bbi3bIBaeT OTEK MO3ra.

* YBenuyeHue cogepxaHus NH, B KpoBU Bbi3biBaET
ankanos, noebiwaet cpoacTso Hb k O,

. NH * HapywaeT TpchmeMGpaHHbm nepeHoc Na* n
* kak KOHKYPEHT.



[TyTn obe3BpexnBaHUA aMmMUuaka

1) Ha BbiBegeHue (NeYyeHb U NOYKMW):

* CMHTE3 MOYEBUHDI

* AMMOHMOreHes

2) [lna TpaHcnopTa U UCnosib3oBaHUA OpPraHM3mMom
« ObpasoBaHne amngoB

« BoccTtaHoBUTENBLHOE aMUHUPOBaHNE

* CnHTE3 a30TUCTLIX OCHOBaHUW (MMPUMNAONHOB)

» «KOCBEHHbIE» NYTU, peakumn yTunusauum
aMUHOKNCIOT 06e3 ocBObOXaeHUA aMmMmnaka
(peakuum nepeaMmmHUPOBaHUSA, CUHTES
KpeaTuHa, rnotTaTumoHa v ap.)



ObpasoBaHne ammaoB
ANKApPOOHOBbLIX KUCIIOT

e [nyTamuH- n acnaparmH-CUHTeTasbl
BKIHOYAOT aMMMUak B coctaB aMmngoB, 00pasys
ero BPEMEHHYI0, MpaHCcriopmHy HEMOKCUYHYH
copmy, bonee npoHULaemyo Anst MmemopaH
KNEeTOoK.

e AMUAbLI BHOBb rMaposin3yroTcs
C ocBOOOXAOeHeM aMMuaka
B MOYKax M rnevyexHu, rae nponcxoauT
ero okoH4aTenbHoe obe3BpexnBaHne

* /iINnn nocTaBNAKT aMMUaK Ofil CUHTE30B
(Hanpumep, 4ns NMPMMUONHOB).
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CunHTe3s amnaos
naet B MX

CuHTtes I'T1H
(0,5-0,7 mmonb/n) —
rMaBHbIXA cnocob
yOopKu n
TpaHcnopTa NH,

CuHte3 ACH -
NOMOSTHUTENBLHbLIN
cnocob yoopKu
NH3, T.K.
9HEpPreTN4YeCcKu
HEeBbIrOAEH



CuWHTe3 KpeaTUHUHA

* OcyLlecTBnAeTCcAa Npu y4actum
doepmeHTOB (1)noyek n (2)neyveHn
N3 rMMUnMHa, apruHMHa U MeTUOHMHA.

* KpeaTuH dpocopunumpyerca Ao KpeaTuH~
doocpata (Makpoapr!) B (3)MbilLLAX U
Mo3re

* KpeaTuHdocdar rmgponusyerca u
KpeaTUHWH BbIBOOAUTCA C MOYOMN.
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C=NH CH, (CHaks C=NH
COOH |

vﬂ + % CH-NH, + ?H

(C':ﬂz)a T IAUMHBMUANHO- c':oou ?ﬂ:
(':H-NH; Tpancepss COOH
COOH

Aprmvn gy T Opturun  MyanngwHauerar

NMOYKWU: rmuumH + aprmHuH

TTEYEHB: MeTunMpoBaHMe C MOMOLLbIO aKTUBMPOBaHHOMO MeTuoHuHa (SAM)

NH, SAM SAT e
G- s,
lyaHuauHaueTar- hN-Ciy

MOTRITTRAHODIREN C':Hz
COOH

NH
cH
COOH
Myanmamsauerar Kpeatun



- AKTUBALUA METUOHUHA NyTEM HYKIeoTUAUpPOBaHUA:
cBA3b Yepe3 S*, He yepe3 atom O (hochaTt yxoauT NONHOCTLIO!)

?Ha ?Ha
S ATO PPi+P ‘S——H,C AflerrH
| [
CH; \_.j » CH;
| ' H H
CH,  MOTHOHKHARSHOMNTROHCHOPEIS ?Hz
CH - NH, CH~-NH; HO OH
COOH

MaTHosuH S-aA8HOIMNMETHOHH

(SAM)



B nNokKoAwnxcsa mbiwiuax m mo3re KPEATUH
dochopunupyetca KPEATUHKUHA3on no KpeaTuH~P

PaGora
NHo ATD AlD NH ®
C=—NH k/ C=—NH

(
N—CHg3 KpeamuHnkuHna3a N—CHg3
= -
CH> /\ CHo
COOH C
ATOD A0® OOH

Moxkown

KpeaTuH OoTAabIX KpeaTuHdocdhar

Mbiwubl: kpeaTuHdochaT obecneunsaet pecuHTes AT® nepsble 5-10 cek
paboThl, Korga aHaspPOOHLIN MIMKONN3, a3POOHOE OKUCHEHME TMHOKO3bI U XKUPHbIX
KNCNOT elle He aKTUBUPOBAHbI, KPOBOCHADXeHNEe He YBESTUYEHO.

HepBHas TKaHb: kpeaTuHdocdar noaaepxmsaert knetkm B otcytcteme O,



NH~ (P) NH
C=—NH C=NH
HegpepMmeHnmamueHo
N—CH3 » N—CH3
CHo W CHo
COOH dHeopr C\\
(@
KpeaTtuHdocdar KpeaTuHuH

~3% KpeaTuHdocdaTa HechepMeHTaTUBHO NpeBpaLlaeTca B KpeaTUHUH
KonnyecTtBo KpeaTUHUHA, BblaensiemMoe 300pPOBbIM YeNIOBEKOM B CYTKM,
NOYTU OAMHAKOBO U 3aBUCUT TOSNIbKO OT 00 beMa MbILLEYHON MaCChI.

Y B3pocnbIX KpeaTuHa B MOYe HeT, Yy AeTen ectb o6a metabonura.



BoccTtaHoBuTenbHoOe
aMUHNPOBAaHNE KETOKUCTOT

* NADFH-3aBucumas pegykrasa
BOCCTaHaBNMMBAaET KETOKUCNOTbI (Hanpu-
mep, OA n a-KI' ns LTK) no ammHokucnor.

« OTO NyTb 0bpaszoBaHns 3aMeHNMbIX AK
N peakumna obesBpexmBaHna ammmaka

e OTO N MEeXaHU3M TOKCUYHOCTU 8bICOKUX
KoOHUeHmpauuu ammuaka, T.K. n3 UTK
Ha ero getokcukauuto yxooat OA n a-KT,
n obpasoBaHue aHeprun B MX cHuxaetcs



CunHTE3 a3oTUCTbIX OCHOBaHUN
(MMPUMMNONHOB)

* CMHTE3 NMMPUMUONHOB HAYMHAETCH C
KapbaMOWNCUHTETA3HOU peaKunu:

NH,+ CO_+ ATP (| NH2C0P032'.

AMMMaK NocTaBnseTcs rmytTammHOM

e CUHTEe3 NypUHOB NOET C y4acTueMm
rmyramuHa



KoHe4YyHble NnpoayKTbl a30TUCTOro
oOMeHa

* Y OpraHn3mMoB pa3HbiX BUOOB C MOYOM
BblOENAITCA pa3Hble NPOAYKTHI:

* AMMoHunTenu4veckum Tmn (NH,) —
PbIOLI;

* YpukoTenuyeckum tun (MoyeBad
KMcnota) — NTuubl, PENTUMUU;

e YpoTenun4yeckmu tTun (MoO4YeBUHA) —
MriekonuTarLme, amgpnonn.



AMMOHMOreHes B no4dykax

B NOYKax BHOBb OCBOOOXOaeT
aMmMunak (rmgponus rnyrammHason)

ObpasoBaBLUacya ¢ NOMOLLbIO KapbaHruapasbl
H CO3 anccoummpyet Ha H n HCO,", koTopbIi
MOeT B KpoBb 1 ¢ Na* obpasyer KOMI‘IOHeHT
bydbepHON CUCTEMbBI KPOBMU

, B
Buae (Yawe xnopuga), Tak
MOYKM Y4aCTBYIOT B Nogaep>XaHUmM KNCITOTHO-
OCHOBHOIO COCTOAHUS KPOBM.
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KpPpOBM

FnyrammnHasa
NH3

MmyTamat —C

HAL
Frmymamamfgr
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!
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NH3
HAOH
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LLTK

HoCOg3

Kap6oanrugpa3sa
7 N

( MmyTamuH <& ) MmyTtamnr

)—> myTtamal

—yp [ T10KO3E

HT 4—?7 H+v HC03_—69—> HCO3™

Ho0O  CO, ¢

CO9

?

k KnetouyHoe gbixaH uy

e CUHTE3
coneu
aMMOHMUSA
B No4ykKax

Tak
BbIBOOUTCH
~ 10%
BCEro
aMmMumaka



OPHUTUHOBBLIN LIUKIT
CUHTE3a MOYEBUHDI
(umkn Kpebca, XaH3enauTta)
 [enaToUNTbI: MUTOXOHAPUU, a3POOHbIE
yCIioBUA.

* ATP, ammuak, CO,, OpHUTUH, LUUTPYISINH,
acnapraTt, apruHuH.

* OPHUTUHOBBLIN LIMKIT COMPSIXKEH C peaKkunsamm
nepeamMmHUpPOBaHNA aMUHOKUCIIOT U
LIMKNOM TPUKAPOOHOBBLIX KUCSIOT.



BnepBble OPHUTUHOBbLIN LIUKI ONUCaH
. Kpebcom B 1932 r.

HaudnHaeT npouecc peakums cnHtesa kapbamonn~P
m3 CO, n ammunaka (B neveHb ero goctaenset [1H)
C pacxogomMm obenx makpoaprmnyeckmx cesaszen AT

NH;

NH; +COx+ 2 AT® +H;Q ——> c:-o + 2 AllO + O,
O~ PO, H,

“hocdan



CH,

R
H, + H,N -o—-é -—  CH, + P

H—C~—NH,* H—C—NH,*
00" CoO-






/£OO‘

00C H






UCTOYHMKM aTOMOB B MOJIEKYJfie MOYE€BUHbI:
N n H — ammunak n acnaprtar; C u O — yrnekucnbiu ras

©ywapar ADT N 4
[
H;ﬂ-g _N H
. evsen
ADrussHOCY KIMNET OCpHNTMN
KspOauOnnPOcDe T
e —NH,
AcnapTay Unrpynmms 0
R*~—NHj l

CO; + NHL}+



LiInkn cuHTe3a Mo4YeBUHbLI COMPAXKEH C
1) nepeammMHupoBaHneM aMMHOKUCIOT
2) UMKITOM TPUKApPOOHOBbLIX KUCIIOT.
O6a uukna onucatnbl Kpebcom

CO, + NH,* ol KI—

1 o Oxcoxnenora [AY




LIKT
MO4YEBUWHDbI

naer:

1) yacTu4yHO B
MUTOXOHAPUSAX,
2) YaCTUYHO B
uuTo3orne.

3a CYET CUHTe3a
MO4YeBUHbI
OpraHusm
youpaet

~ 90% a3oTa.



KoHe4YyHble NnpoayKTbl a30TUCTOro
oOMeHa

PpakumMm «0CTaTOYHOro» a3ota B KPOBM:
 MoyeBuHa 50%

* AMUHOKUCNOTbI 25%

« KpeaTuHuH, kpeaTuH 7,5%

 [lenTnabl, HYKNEOTUAbI, a30TUCTble OCHOBAHUS 5%
 MoyeBas kucnota 4%

 AMMMaKk n niankaH 0,5%

* 1 apyrue (obUnNupyouH, XonuH ...).

CoOBOKYMHOCTb HM3KOMONekynsapHbix N-cogepKallmnx BELLECTB,
OCTaBLLUNXCS B CbIBOPOTKE KPOBM NOCNE oca)XaeHusi 6enkos



NH," 3%

1.5%
Apyrwe 4.5%

KOAN“aCTEO S30TCORSRNANMX BEWOCTR & MOve (%)
NPW HOpMANLHOM BenKosOoM NNTEMNMN.



