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UCTOYHUKU U nyTn ncnonb3oBaHnA aMUHOKUCTIOT

Benku nuwm Nporeonus CHHTE3 U3 YyrneBoaoB
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TpaHCNOPT aMUHOKUC/IOT Yepe3 KNLLUEYHYI0 CTEHKY

3

On- v tpunenTtngbl, AMMHOKWNC/IOTbI ObICTPO BCACbIBAOTCH B
KULLEYHUKE.

MakcrmanbHaa KOHUEeHTpaumMa aMUMHOKNCNOT B KPOBW AOCTUraeTcs
yepes 30-50 mmH nocne npmnéma 6enka.

Yrnesoabl U X1pbl 3aMedqat0T BCaCcblIBaHNME aMUHOKUC/IOT.
AMMNHOKNCNOTbI NPU BCaAaCbIBAHNUN KOHKYPUPYIOT APYr C APYroM 3a
crneununyeckme y4yactkm CBA3biBaHUS.

Hanpumep, BcacbiBaHWe nenymHa (eCcqin KOHUEHTpauus ero
OOCTaTOYHO BbICOKA) YMEHbLUAEeT BCaCbiBaHNE N30/1enymHa n
Ba/IMHa



GEON BCAA 4:1:1 Powder

Pasmep nopumu:

2 MepHble nomeu (107)

OstroVit BCAA 2-1-1

COCTaE Ha NOPUMK:

L-NeiumH 6700 mr
L-M30nenumH 1700 mr
L-BanuH 1700 mr
UHrpeguenTol:

Pasmep nopumu: 3 coeka (1071)
CocTae Ha NopUMIO:

N-neiumnH 5000 mr
N-usoneiumH 2500 mr
N-8anuH 2500 mr

NENLMH, U30NENLMH, BAWH.

MurpeaunenTobl:
J1-neiumH, N-U30NenUmH, N-BaNKH.




OToenbHble aMUHOKUCIOTI
NOrNoLWatTCa «CBOUMM»
nepeHoCcYMKaMm aMUMHOKUCIOT
YacTb aMMHOKUC/IOT NonaaaeT B
3HTEPOUUTLI B BUAE An 1
TPUNENTUAOB Yepes TpaHCMopTep
Pep T1-H+/onnronentuaHbin
KOTpaHcnopTep.

B sHTEpoumnTEe Nnentngasol
pacwennstoT nentTmabl 4o
OoTAENbHbIX aMUHOKWNCNOT.

BCE aMMHOKMCAOTHI
nepemMeLwarTcs B Kanunnisap ¢
MOMOLLIbIO APYroro pdaaa
NeEPEHOCUYMKOB aMUHOKUCNOT

Amino Acids

Peptides

Dipeptide &
Tripeptide

Amino Acid
Transporters

Enterocyte
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A TpaHcnopTt cBo60AHBLIX L- aMMHOKMCAOT
yepes K/1eToYHble MeMOpaHbl nponcxoauT
BTOPUYHbIM aKTUBHbIM TPAHCMOPTOM,
conpsixeH ¢ pyHkunoHmpoBaHmem Na+,K+-
AT®Da3smbl.

1  [lNepeHoC aMMHOKUCNOT BHYTPb K/1ETOK
OCYLLECTBNAETCA KaK KO-UMMOPT
aMMWHOKMNCOT U MOHOB HaTPUS.

1 Yewm Bbiwe rpagueHT Na+, TemM Bbille
CKOPOCTb BCaCbIBAHNA aMUHOKWNCOT

B OTCyTCTBMUE HATPUA aMNHOKNC/TOTA HE B

COCTOAHNN CBA3ATbCA C 6el'IKOM-I'IepeHOC'-IMKOM.

Toukan
AMMHO- KMLLIKE

xucnora Na*

AUAY - AV

Tpaucnokasa | aNUTENMA KMLLIeYHUKa
AmMmunHo- Na*
KMcnorTa
Na' K'-AT®-asa

AT® Na®

Ao

+Pi | K

Tpaucnokasa K' |

AMMHO- BopoTHan sexa
KMcnoTa




LLecTh TPAHCNOPTHLIX CUCTEM-TPAHCJ/IOKA3

Kaxpaasa TpaHcnoka3a HacTpoeHa Ha nepeHoc 6/IM3KUX Mo CTPOEHUIO
aMWHOKWUC/OT:

1) HelTpPanbHbIX aMUHOKNCIOT C HEBONbLUMM PaanKanoM - anaHuH, CEPUH,
TpUNTOaH, MULKNH

2) HENTPanbHbIX aMUHOKMCIOT C OObEMHbBIM PAANKAaNIOM U apoMaTUYeCKUX
aMUHOKMUC/OT - Ba/IMH, NENLWH, NU30NENLNH, METUOHUH, (hEHMNANAHWH,
TUPO3UH

3) KUCNbIX aMUHOKMCIOT- acnaparuH, rnyramar
4) OCHOBHbIX @MUHOKUCSIOT - IN3UH, aprHnNH
5) nponuHa

6) -aMUHOKWNCNOT - TaypPWH, [3-anaHunH

MyTaLl,l/Il/I reHoB-TpaHC/10Ka3 BeAYyT K XapaKTepPHbIM K/TMHNYECKUM
npodaBI1EeHUAM TpyrnnoBoOro ,El,erl/ILl,l/ITa dMNHOKWUNC/IOT.



BcacbiBaHMe MHTaKTHbIX 6enKoB

Y HOBOPOXAEHHbIX MPOHNLAEMOCTb
CN3NCTON 0O0N0OYKN KNLLEYHUKA
BbllWe, YEM Y B3POC/bIX, MO3TOMY B
KPOBb MocTynatoT 6e/iku (aHTUTenNna)
MOJ/103MBa, HeobxoanmMble AN
CO34aHus NacCUBHOIO MMMYHUTETA.

[Mpouecc obrieryaeTcs Ha/IM4YMEM B
MOno3mnBe 6enka — MHrnburtopa
TPUMNCUHA N HU3KOMN aKTUBHOCTbLIO
NPOTEO/INTUYECKNX (PEPMEHTOB
HOBOPOXAEHHbIX.

B HopmMe y B3pocCnbIX nogen n3
KULLEYHMKA KPOBb MonagatoT TOMbKO
NULWEHHbIE aHTUMEHHbIX CBOWCTB
aMUHOKWNCNOTHI.

OfOHaKko, y HEKOTOPbIX Nltoaen
npoucxoant BcacbiBaHue B XXKKT
HenepeBapeHHbIX NeNTNAOB,
aHTUMEeHHble CBOMCTBA KOTOPbIX
BbI3bIBAlOT MMMYHHbIE peaKLWii.

OTctoa BO3HMKAaET HENEPEHOCUMOCTb
6enkoB Nuwmn (HanpmMmep, MOI0Ka,
anua).



BcacbiBaHVEe MHTAKTHbIX 6e/1KoB

 Yepes sHTepouunTsl.
SDHTEPOLMUTLI MOMYT 3HAOLMTO3NPOBATL MHOIO MHTAKTHbIX GEMKOB.

(9)8,cl)-|aKO SIN30COMaA/IbHbIE NPOTEasbl B SHTEpPOLUTAX Pa3pyLLatoT Ux - ~
Y6

d Yepes cneunanmnsmpoBaHHbie M-kKneTku.

MeHee pacnpocTpaHeHHble M-KneTkn noTpebnatoT OTHOCUTENBHO Mano
MHTaKTHbIX O€/1KOB, HO MOYTM He paspyLlaloT ux. He noBpexaeHHble, OHK
ckannmBatoTca Ha 6a3onarepasibHoOn memOpaHe.

30ecb MMMYHOKOMMETEHTHbIE KNETKH O6pa6aTblBalOT nX, Kak uesnieBble
dHTUTEeHbl N 3aTEM NEPEHOCAT B I'IVIMCbOLI,l/ITbI. => MHVILI,VIVIpyeTCFI
MMMYHHbIN OTBET.

BAXXHQO: B cnyyae HapyLleHUs MIMMYHHOIO OTBETa BO3HUKAET
MMMYHOJTIOrM4yeckaa nuueBas HeNepeHOCUMOCTb.



GYHKLUUN NeYeHU

nuLlEeBapeHne B Xenyake
Uepes nopTanbHy BEHY aMUHOKUC/IOTEI MOCTYNatoT B

neyeHb. AMUMHOKNCIOThI MOMNajatoT B renaTtounT Yepes nenTuaasbl TOHKOTO KnLleYHWKa
«CBOW» nepeHocUMKN. 3aTeM aMUHOKNCNOTbI MOTYT abcopbumsi B KPOBOTOK U3 KMLLEYHMKA
MNCMONb30BaTbLCA INGO AS19 NPOU3BOACTBA 6e1KOoB, 60

pacLLenATLCA 415 NPON3BOACTBA MHOKO3bl VI KETOHOBBIX /

Ten.

TKaHEeBOW CUHTES3

AN

NH4

LMK
MOYEBUHbI

BenKkn neyveHm / NeTOKCUKALAS -
dEPMEHTDI Moya

oenky nnasmbl nenTngHaa KOHbloraumA
CbaKTOpr NMMYHUTETA U MyTaTnoHoOBaA KOHbOrauus
BOCNanTernbHOro CyJ'IbeaTHaFI KOHblOrauus
MMMYHUTETA MeTunmnpoBaHue
auetTurinposaHue
METarnnoTUNOHENHDbI



AmMmuHokucnoTa 310 lMponsBoaHOEe Kap6OHOBON KMNC/OTbI
(anbda-kKeTo KMcnoTa, yrnepoaHbin cKkener) +
amMuHorpynna (a3oT) ogHa Uin HECKOJIbKO

KapboKCHMAbHAOS
royrnna

AMUHHOTpYMNMNa




Knaccndumkaumss aMMHOKNCIOT Ha OCHOBE
XUMUNYECKOro CTPOEHWS PaaniKanos

M'mapokcuncogepxawme

Cepocopgepxalyume

aMWHOKMUCOTbI: AMWUHOKUCNOTbI:

3 UwncrtenH d CepuH

d MeTuoHMH d TpeoHwuH

ApoMaTnyeckme aMMHOKUC/IOTbI: Anucatnyeckne aMMHOKMUCOTbI:
J TuposuH = Fnumk
a7 & J AnaHuH

nnToaH
P [ BanuH

[ ®eHnnanaHuH J neiumH



Knaccudukaumvsa no npupopge 3apaga
aMUHOKMC/OTbI

Ecnn aMmmMHOKKCNOTa cogepxkaT TO/bKO O4HY aMUHO- U O4HY
KapOOKCU/TbHYIO FPYMny, TO OHa Ha3bIBAETCHA HENTPA/TbHOW
aAMNUHOKUNCIOTOM

Ecnn aMmmHOKKMCNOTa coaepPXUT N30bITOK aMUHO- NN KapPOOKCUMbHbIX
Fpynm, TO OHa Ha3blBA€TCA COOTBETCTBEHHO OCHOBHOW NN KNCOMN
AMUNHOKNCIOTOMN.



BNOCMHTEe3 aMNHOKMCNIOT

PacteHna n mHorve Bmnabl 6akTepui cogepxat epMeHTHbIE CUCTEMDI,
HeoOxoauMble ANA CUHTEe3a BCeX TPeOyeMbIX KeTO-KUCNOT.
XKNBOTHbIE YyTpPaTU/IN CMOCOOHOCTb CUMHTE3MPOBAaTh KETOKUCOTHI
He3aMeHUMbIX aMUHOKUC/IOT.

3aMeHUMblE aMUHOKUCIOTblI MOTYT 06pa30BbIBATLCS U3 MPOMEXYTOYHbIX
coeanHeHun rmukonmnsa un umkna Kpebca






Pnbo3so-5-pocdar — FMMCTUOVH

docgoeHonnmpyBaTt 3pUTPO30-4-hochar ———  TUPO3UH



POyHOaMeHTalbHOE 3HavYeHne ans OMoCMHTE3a BCEX aMUHOKUCIOT MMeeT
peakuma ob6pa3oBaHUA rMyTaMMHOBOW KMUC/OThI (F1yTamaTa) U3 amMumaka U
a-KeTornyrapara nog aemcrememM oepMeHTa rnyramatgerngporeHassoil.

TpaHCcaMMHMpPOBaHME a-KETOKUC/IOT C MCNO/Ib30BaHWEM rfyTamaTa B
KayecTBe JOHOPa aMUHOrpynnbl - OCHOBHOM NYTb BBEAEHUS
aMuHorpynnol Npu 6UMocuHTE3e 6O0/MbLUMHCTBA @MUHOKWUC/IOT.



FrnyTamaT- r/1aBHbI AOHATOP aMMUHOrpynn

a-Ketoglutarate = Amino acid ¢

@)

NH,®

Glutamate

dehydrogenase Transaminase

Glutamate a-Keto acid




TpaHCaAaMMHMpPOBaHUE NPOXOAUT BO BCEX TKAHAX
opraHmsma.

AMMHOKMCNOTbI CUHTE3UPYIOTCH, HECMOTPS HA afIMMEeHTapPHbIN
neduumT, ecnm oOCTaTOYHO:

d Anbda-keTokncnort (yrnepogHblX CKENeToB).
3-ocornmnuepar
dhocoeHoNnunpyBaT
pnbo3za-5-pocdar
nmpysart
okcanoauertar
a-ketornyrapar

d TpaHcamuHas
4 Tlnpugokcanb-5-thocata (BUTamuH B6)
[nyTamarta



TpaHcaMnHMpoOBaHWeE — fierkaa obpatnmas peakums.

AMUHOrpynna NepPeHoCUTCH OT AOHOPHOW aMUHOKMCIOTbI K aKLLeNnTOPHO’. U
nony4aeTcs HoBass aMMHOKNCNOTA.

Katanusunpyet ammHoTpaHcdepasa (TpaHcaMnHasa) B NpUCyTCTBUU
nnpunaokcanb-5-chocara.



rnyramatgerngporeHasa - PepmMeHT, KOTOPbIA MOXKeT
KaTaNM3upoBaTh peakL,Mv B ABYX pa3HbiX HAaNpPaB/IEHNAX B
3aBUCMMOCTM OT YPOBHSA 3HEPrvu KJ1IeTKM n metabonnyeckmx
norpe6bHocTen

Korga ypoBeHb 3HEPrun BbICOKUM, FnyTamart Bkato4vaeT a3oT (M3 NH4 +) B a
KeTorsyrapar.

Peakuunsa obecneynBaetcsa noBblleHHbIM ypoBHeM HAL®H, o6pasyowmmcsa B
pe3ynibTaTte OKNUCNEHUS TIIOKO3bl B MeHTO30dhocdaTtHOM nyTun.

Korga YPOBEHb SHEPINN CHNXXAETCA, MMyTaMaTt nogBepraetcd OKUC/INTE/IbHOMY
AE€3aMUHNPOBAHNIO B NMPOTUBOIMOJ/TIOXKHOM Hanpas/1€HN, YTO NMO3BOMAET
NCMNOJ/1Ib30BATb A-KETOI/1yTapaTt B UMKne

Kpebca gna nponssBoacTea sHeprun.



KaTa60/iM3M aMUHOKMC/OT B pa3HbIX
MeTabonnyeckux cutyauumax:

HopmanbHoe noTpebneHune 6ernka:

AMNHOKMNC/OTbI, He BOCTPpeOOBaHHbIE A/19 CMHTE3a HOBOrro 6e/ika,
noaBepratTCca OKNUCINTENbHOMY AE3aMUHUPOBAHUIO, YI/1epOaHbIl
CKe/fleT MCNosb3yeTcsa ANA KOHBEPCUN B IMNKOTeH U XUP.

[onogaHne NN HEKOHTPOMPYEMbIN caxapHblv anaber:

yrnesodbl HeAOCTYIMHbl, AMUHOKUC/TOTbl AE€3aMNHNPYIOTCA B INMTIOKO3Y
NN NCNoJib3yOTCA B Ka4decCTBe TOlJ/IBa.

YpeamepHoe notpebrieHne OGernka:

rlOﬂy‘—IeHHble dMMNHOKWC/10ThbI MpeBbIlLaloT I'IOTpe6HOCTb OopraHn3ma B
CUHTE3e 6enka, n30bITOK KaTa onmnmsnpyeTcd, aMMHOKUC/TOTbl HE

COXpPaHATCA.



KaTa6bonunueckas cyab6a yrnepoaHbix
CKeleToB

Bce yrnepogHble ckeneTbl MOryT OblTb

« MO/THOCTbIO KaTabonumsmnpoBaHbl B Umkne Kpebca

N1 ncnonb3oBaTbhCA ONA XPAHEHUS 3HEPrum B BUAE
« XMPOB Yepes NnnoreHes
« [MIIOKO3bl Yepes IMoKoHeoreHes

* KETOHOBbIX T€/1 HEPE3 KETOINeHes3



FNIOKOreHHble N KeTOreHHble
AMUWHOKMUNCNOTbI

« KeToreHHble - nx yrnepogHble ckeseTbl MOryT ObiTb NpEeBpPAaLLEHbI B
auetnnCoA nnn aueTtoykcycHbin-CoA.

OHu BXxoaaT B unkn Kpebca gns nponsBoacTBa sHepruu, nmbo
MCMNOMb3YIOTCA ONA CMHTE3a XUPHbIX KUCNOT NOCPeaCcTBOM NInMNoreHesa um
CUHTE3a KETOHOBbIX TE€/1 MOCPEACTBOM KeToreHesa anga XpaHeHUsa sHeprmm
« [NIOKOreHHblE — UX YINEPOAHbIE CKENETbl MOrYT ObITb NPEBPALLEHDbI B
nMpyBaT UM NMPOMEXYTOUHbIe 3BEHbS UMKa Kpebca.

OHu BxoaaT B unkn Kpebca ans nponsBoacTea aHepruu, néo dhopmmnpytot

FMIOKO3Y Yepes MMIOKOHEOreHes A1 XpaHEHUSA SHepPruu.



FMIOKOreHHbIe
anaHuH METUOHUH
aprmHnH NPONnvH
acrnaparuH CepuH
acnaprtat

LIMCTENH

rMyTaMuH

rnytamar

MMALWH

MMCTUANH

MAOpPoOKCUrpornH

NMPOKOreHHblIe U KeToreHHble
N3onenuunH

doeHunanaHuH

TPEOHUH

TpuntodaH

TUPO3UH

KeTOreHHble
nenymH

JIN3NH



OAHVM M3 NYyTEeU NCNOoJIb30BaHNA aMUHOKMCNOT
ABNseTcA o6pasoBaHue 6MOreHHbIX aMVHOB
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Cneuvdunyeckme pyHKLUN aMUHOKUCIIOT

CuHtes  |Uukn CuHTes HevipoTpaHcmmuccu
OYHKLIMN rNIOKO3bl  [MOYEBUHBI [yTaTUOHA A KpeatuH HK&PHK
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