ObMEH BEJ/IKOB



OO0MeH 0eJIKOB = 3TO COBOKYITHOCTDH NPOIECCOB N'eHETHYECKHU
NeTEPMUHUPYEMOI0 CMHTE3ay MPOLECCOB pacnajga ¢ 00pa3oBaHueM
cnenMPuYeCKUX KOHEYHbIX NMPOAYKTOBy 2 TAKKE MPOLECCOB
00pa30BaHMsA HOBBIX 3AMEHUMbIX AMUHOKHUCJIOT M OMOJIOTMYECKH
AKTUBHBIX COCIMHEHHUH HA OCHOBE AMMHOKMCJIOT.

Oco0eHHOCTH 0€JIKOBOI0 00MeHas
1) wurpaer onpenessiiONIyI0 PoJib B CTPYKTYpPe OPraHeiljly KJIEeTOKy TKAHEH H
OpraHu3MoBj

2) BhIpakeHHOe MoaApa3e/ieHue 0eJIKOB Ha «CBOM»® U «YYKHED)

3) orcyrcTBHE CHeNHMAIBLHON (GOPMbBI JEMOHHPOBAHUS AMHHOKHCIOT M 0€JIKOBj
4) obecnieuenne karajauTudeckoii pynkuun (pepmenTnbi);

9) Geaknu= OCHOBHBIE HOCHTEIH A30TAaj

6) MHOKECTBEHHOCTHL COCTABJSIONINX MOJIMMEPHBLIE MOJIEKYJILI 0€JIKOB MOHOMEPOX
(20 amunoxmucior)



Karabonuam

benkos TxaHen
Benku q ca0DOAHbLIX Benxku
v aMUHOKKCNIOT Txaned
CuHTE3 M3
YIMesoa0s \o NHy — Mouelsuua
Genu mle I " a-KeToxucnorl SKcKpeuus

COeINHEHUA 1 \ ;
noKosa

/ N CO; + H,0 Keroxosble Tena
BuorexHble FopmMoHb! + ATO
aMWHbI HykneoTuabi

Mem
KpeaTtvws v ap.



OCHOBHOI MCTOYHHUK aMHHOKHCJIOT OpraHu3Ma= OCJIKU IUII[Ha
MuHIMaIbHOE KOJIMYeCTBO Oelika, rmocrymaromiero ¢ numnieii-30-50 r.
Boee mpaBHIIBHO PacCUMTHIBATH MOTPEOHOCTh B OCJIKE HA KI' MAcChl Teja: MPH

CpeIHeH (U3MUeCKOl Harpy3Ke B3pOCHBIA YeIoBeK JonkeH norpeomsts 0,8-1,0

r oeiaka Ha 1 KT Beca.

BoaspacT gerewn, rogabl MorpebHocTb B 6enke, r/kr
Macchbl pebeHKa B CYyTKmMn

1-1,5 4,0-4,5

1,.5-3 4,0

4-6 3,5

7-11 3,0

12-15 2,5

1) Bospacr

2) bepeMeHHOCTh
3) Jlakramus
4) pcabunuranus mnocie 00Je3HU

5) merabommueckuii cTpecc
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Bbuonornyeckasa LeHHocTb 6enka=100%, ecnu Geriok coaepXuT Bce
He3aMeHUMble aMUHOKUCIOTbI B HEOOXOAMMbBIX NMPONOPLUUSAX U NErKO
noaBepraeTcs AenMcTBUIO Npotea3. Takou 6ernok cumTaeTca
NOSIHOLEHHbIM (0enku Aul, MONoKa).

A30TUCTbLIN GanaHc- 3TO KONMMYeCTBEHHaA pasHuua mexay
NOCTYNMUBLUMM B OpraHM3M a3oToOM, CBA3aHHbIM C 6enKkamMum nuLm m
a30TOM, BblBeJeHHbIM U3 OpraHn3mMa B Buae KOHe4YHbIX NPOAYKTOB
a3oTucTtoro oomeHa (NnpenmMyLLeCTBEHHO B BUAe MOYEBUHbI U
aMMOHUUHbIX COnewn).

-oTpuuaTesibHbIU a30TUCTbIN OanaHc
-a30TUCTOE paBHOBeCcUe

-NONOXUTenbHbLIN a30TUCTbLIN OanaHc



Ilepeeapuesanue denkoes

XKenynok

A’/nonmenynoq-
Hasl XKenesa
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XumoTpuncuH

nacrasa
Kapé%xcunenTwnas
bl
Aub
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- AmuHonentupa

KpoBb

v Ovnentu- Anmuo

AvnenTnabl faasbl -
Kucnor

bl A AmuHo-
AmuHo- ] KUCnoTbl

KneTka Kuwe4Horo anutenus




CoJisiHasl KHCJI0TA BBLINOJHAET cjaeavionmue GyHKIMn:

1) criocoOcTBYeT AeHaTypaluu U HaOyXaHHIO OCIIKOB
I, HE IMOABEPIIINXCSI TEPMUUYCCKON 00paboTKe;

2) akTUBHPYET IEIICUHOICH U IIPEBPAIAcT €ro B ICIICHH]
3)co3maeT KUCIyIO cpenyy onTuMyM pH miIst meiicTBus IerncuHaj
4)o06mamaeT OaKTEpUIIMIHBIM JCHCTBUCM]

5)B030yKgaeT MAHKPEATHUECKYIO CEKPEIUIO

6) akTuBHpYyeET BcackIBaHUE XKeje3a



OcoOEHHOCTH TI€pEBapUBaHUS U YCBOCHUS OCIKOB Y HOBOPOXXKICHHBIX

JeTen
6enku Mmonoka

Porosasn o (HEMSMEHEHHLIE)
NoNocThb c
1) Hu3Kas aKTUBHOCTH
MNencun HCI-
W\L/3 BCAcLIBaeTCcs | HepocTaTouHOCTH IPOTEONIMTUUECKUX (DEPMEHTOB
B Heu3meHeHHoMm | CEKpeUHH
enkKkmu hne PexnHun (opt pH3,0-4,0)
nenTuaasbl (nencuu,r%cmmﬂqﬂe PCHHHNHA B
ofnokKa
y FPYAHOro Mg9noka
B xposb /f-\"t:../s ’: E oa';cuunueonk.;"c‘:\blo'ru e HHON ) SPIINON
- Remray , (cTBOpakuBaHic)
TOHKWIA
B \ 3) wnamnuwme nentuaas (memncuHa,
lGemtu \ TPUIICKHA) B MOJIOKE MaTrepu
MNopgxenyaoyHasn
xeneaa b7 A 4) wyacTh NUIIEBBIX OEJIKOB
rpyaAHOro Monoka
K neyexu Y BCAaChIBACTCA B HCU3MCHCHHOM
Onuronentupol
\ W BMUHOKWUCNOTHI BUJIC
nenTuaaabl
B xposb WEeTOYHON KauMbl
anurenusn
Y
™ AMUHOKUCNOTH!

i 5




Ilpooykmul cHuenus o0enkos u ux ooe3epercusanue 6 neueHu

HueHue 6esikoe- amo ux pacrnad u Xumu4yeckKue rnpespaw,eHusi noo
eJlusiHuem ¢ghepmMeHmMoe KuweYHbix 6akmepudl.
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Ilpooykmbul chuenus 0e1Kko6 u ux ooezepedrcusanue 6 ne4eHu
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TpaHcaMuHupoeaHue
aMUHOKUcJiom



TpaHcaMUHUpPOBaHUeE - peakLms nepeHoca
O-aMUHOrpynnbl C aMUHOKUCNOTHI Ha a-
KETOKMCNOTY 6€3 NpOMEXXyTOYHOro
ob6pa3oBaHMs amMmaka, B pesynbraTte 4Yero
o6pasyloTcs HoBasi KETOKUCIOTa U HoBas
aMUHOKKcnoTa.

CI:OOH Cl:OOH

(’:Hg (",‘H3 ?rig (l:Hg
CHa + C=0 =—= CHjz + CH-NH2
C'3H ~NH» (l:OOH (':fU Cl:OOH
éOOH éOOH

Feyravar MNepysar - KOTOr RyTapat AN

Aunexcannp EBceeBuu bpayHiureiin

(1902-1986)

COBETCKUN DNOXMMUK



o
HO—/‘\CH —0— |‘= om
O
At N

NMupupokcanbdocdar



TPAHCAMWHUPOBAHME

1 cragun 2 cranus
g D = R;=C=0 NH;—
R-GH-NHy | 0=¢—(E) =0 Noy—CH—(E)
COOH H COOH
-AMUHOKMCNOTE Komnnekc a-KeTokucnora Komnnekc hepmenT-
- (C';gc'rpar 1(; d)ep:em-nm (cyberpar 2) nupuaoxcamuscocdar

|

NH,— CH,—(E ) R-G=0 R CH-NHz o=(|:——®

+ COOH COOH H
Komnnexc pepmenT- g-Ketoxmcnora a~-AMUHOKMCIIOTa Komnnekc
nupuaokcamuHdochar (npoaykr 1) (npoaykr 2) dhepmenTt-Ned

YcnoBua:

-Hann4yue goHopa (nwdas aMMHOKNCIOTA, 3a UCKITHOYEeHUEeM NTU3UHA,
TPEeOHUHa, NPOfiMHa),

-Hanuuume akuenTopa (N6as KeTOKUCNoTa - NpeAawecTBeHHUUa

3aMeHMMbIX aMUHOKUCIIOT): - KeTornyTtapaT, OKcarioaueTtaT, NnMpyBar.
-Hann4umne pepmeHTa.




 CUHTE3 3aMEHNUMbIX aMUHOKUCIIOT

* [lepepacnpeneneHne B ooHOe
aMWUHOKMCNOT, co30aHne onTuMarbHbIX
COOTHOLLUEHUWN UX KOHLIEHTpaLUK

* [logrotoBka aMWUHOKUCIIOT K AafibHENLLINUM
MeTabonnyeckum npespaLleHnUam
(BkntoveHune B LUITK, rmokoHeoreHes,
KEToreHe3 U T. 4.)

* YyacTune B npoueccax
TpaHcOe3aMUHUPOBaHUSA



TPAHCAMWHUPOBAHME

COOH C‘I’O" i cooh COOH
= cnapmamamuno- | :
C=0 CH— NH
CH—NH3 | mpancgepasa C=0 | 2
. CH2 T ” | *  CHy
CHz | NMupudoxcansgocgham CH» |
H CH
fHe Sou 2
COOH COOH
AcnaparuHoBas . " . rnyramuHoBsas
(MCNOTA a-ReromyTapar Oucancauerar KUCNOTa
COOH COOH
COOH o & ANanuHaMuNO- COOH (l:H— i
| = mpancgepaza | |
CH-—NHK -2 A C=0
‘ ' ?Hz NMupudokcansgocgham I ’ (|:H2
upu Kcank Jelf
S CH2 o CHy
AnanuH u-Kerornyrapar MNupysar FnyramuHoBas

KMCnora
CootHoweHue aktuBHocten ACT/AJIT Ha3biBaroT "koacpcpumumeHT ae Putuca”.

B HopmMe 3ToT KOoachhpuumeHT paBeH 1,23 -1,33.

Npu nHpapkTe mnokapaa sHavyeHmne koadpduumeHTa ae Putnca pesko BospacTraer.
[NMpu renatuTtax - koacpcpunumeHT ae Putnca cHuxkaerca go 0,6.



e3amuHupoBaHuve aMUHOKUCIIOT-
peakuusa oTLwienneHnsa a-aMMHOrpynnbl
OT aMMHOKUCIOTbI, B pe3ynkrate 4ero
obpa3yeTcAa cCOOTBETCTBYHOLLaSA O-
KeTokucnoTa (6e3a30TUCTbIU OCTaTOK) U
BblAeNAeTCcs MOJieKyna aMmmMmumaka.
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-TpaHCaMMHUPOBaHMS Nt0Oon
aMMHOKMCIOTbI C anbda-KeTornyrapyrtapaTom,
-OKUCIUTENBHOIO Ae3aMUHUPOBaHUA rnytTamara
c obpasoBaHMeM CBOOOAHOIo aMMuaka v
pereHepaunen anb@a-ketornyrapara



COO~ COO~

Hsﬁ C—H AnpmioTparcdepasa C=0
>
R ST R
ANITHOKHCTIOTA COO™ COO™ Kerokucnora

C—0 BN-—¢c—H

CH, CH,

CH, CHy

COO~ COO~
A ha-kerormyrapar Iy ramar

S

NH,



NEKAPBOKCUJIMPOBAHUE AMUHOKHUCJ/IOT

R-CH-COOH R-CH_-NH, + CO,
_>
NH

p.
aMUWUHOKUCOTA OUNOreHHbLIN

dMUH



MeTabonu4yeckue npeBpaLleHUs
aMWUHOKUCIIOT NO paguKany.
OcobeHHOCTU Npeodpa3oBaHUNN
LUKITMYECKUX aMUHOKUCTIOT
(dbeHunanaHuHa n TUPoO3unHa)



PeHunKemoHypus




Cxema npespaweHul mupo3uHa

6 Pa3IJITUYHbIX MKaHsAX OopeaHU3Ma

TUPO3WUH
B
B koxe un B wutoBuAa-
B nevyeHun Haano4euy- .
pagyxke HOW XXenese

HUKax

TpaHcaMnHMpo- OkucneHue, OkucneHue,
BaHWe, OKucne- aekapbokcunu- LUMKIn3aums,

VoanposaHue,
KOHOEeHcauus,

Hue, obpasoBa- poBaHWe, CUH- nekapbokcunu-
HME KOHEYHBIX Te3 KaTexona- poBaHue, CUH-

npoaAYyKTOB MNUHOB T€3 MEJlaHNHa

CUHTE3 TUpEO-
WOHbLIX FOPMO-
HOB




B neyeHm

Tupo3unH

l

N-ruapokcudeHnnnupyBaT

|
\

TOMOIreHTn3NHOBasA KMNCJ10Ta

P

N

cbymapoBas kucnota  aueToyKcycHasi Kucnorta

okucnexune B UTK oo CO2, H20, ATD



TuposnHemus (aedekt n-rmapokcudeHUNNmMpyBaTokcupasbl)

Wiy

Tyrex-

Y ACId-Modified

: v
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~—dl F00od With lron  SSu
T -
'Q'YULA'HP'E-AND TYROSINE-FREE :

Buia:
wth ition Support of infants and toddiers
1 la types 1, Il and Il |
iy 'nor.:& —
a1y ol tS and toddlers with proven tyrosinema
S nerine | .0 Undar medical supenvision, Must be
» '«m,,,,,"‘:"v'otem and fuid in prescribed amounts
Vv T Phomytalaning, tyrosine and water
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AnkantoHypus (aedeKT roMmoreHTu3aTokcmaasbil)

- SOV

LiBeT HOpmanbHOM Mo4n (crieBa) U Mo4YM BONLHOro

ankanToHypuen (cnpasa) yepes 24 u.
OXpOHO3 Npu ankanToHypumn




B Hagno4ye4yHukax

TNPO3UH

'

AurnapokcudcgpenunanadumH (JQO®DA)

dodamuH

'

HopagpeHanuH

l

AppeHanuvH



B kKoxe u paayxke

TNPO3UH

\

AurnapokcudcgpenunanaumH (JQODA)

'

NMupon-5,6-XxMHOH

'

MenaHuH
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B wmuroBngHou xenese

TNPO3UH

\

MoHouoaATUPO3nH

ﬂuﬁoﬁLuposuﬂ

TpunoaTUPOHUH (T3)

TeTtpanoaTpoHuH (T4, TUPOKCHUH)



Myxedema & Cretinism

Myxedema Cretinism



N3odepMeHTbI KpeaTUHKUHAa3b

TpaBMbI, Onyxonu,

[TaTonornsa ckeneTtHou VHdbapKT cocyancTbIe
MYyCKynaTypsbl MUokapaa nopaxeHus

MO3ra




lymu obpa3zoeaHus u
obe3spexusaHuUsi aMMuaKa e
op2aHu3mMme



OCHOBHbIE MCTOMHUKKN aMMUaKa

AMWHOKUCMOTbI  BbuoreHHble Hykneotnagbl, KodepMeHTbI

aMUHbI Hykneosnabl (HAL, PAL,
\A\ /‘/ o
AMUNHOKMCIIOT bl==m====m === == m o mm m m mm  e m mmmmmmm TpaHcae3aMUHUPOBaHWE
BUOreHHbIE aMUHbI-================mmmmm e okncnut. gesamuHnposaHne (MAO n JAO)

HyK.l'IeOTl/ID,bI, HYKINneo3nabl, KOCbepMeHTbI ------------ rmgporimTn4eckoe ge3amMmmHnMpoBaHme



THE MAIN SOURCES OF AMMONIA FORMATION

Amino acids Biologically active Nucleotides, Coenzymes

x nucleosides (CoA, NAD. FAD etc)

N g

AmMINO acCidS---------mmmm oo transdeamination

Biologically active amines------------======—==- oo - oxidative deamination

Nucleotides, nucleosides, coenzymes--------------------- hydrolytic deamination




Ob6e3epexusaHuUe aMmuaka

BpemeHHoe

*BoccraHoBUTENBHOE aMUHUpPOBaHME
*TpaHcpeaMmuHupoBaHune

*CUHTE3 rmytamMmmnHa

*CuHTE3 acnaparmHa

[ NHOKO30-aNaHNHOBbIN LMK

OkKoHuYa-

TEJIbHOE

*CUHTE3 MOYEBUHbI B NEYEHN

« ObpasoBaHne aMMMadHbIX Corneu
B No4Kax




[ TIFOKO30-anaHNHOBbIN LINKIT




OcTtaTtoyHbIn a30T KpoBu (14-28 mM/n)
*[MOUEBUHA--========== === == oo 50%
*CBODOOHBLIE AMUHOKUCTTIOTbl-============mm === oo m oo 25%
KpeatnHoBbIW Nyn (KpeaTuH, KpeaTuHWH, KpeatnHdgocdar)---8%
*9PrOTUOHEUH (TUOMPON3BOAHOE MTMCTUONHA )----=----=======-====-- 8%
*MOUEBaAA KNCIIOTA-----=====mmmmm e oo e e e e 4%
*MwunHOpHbIE BellecTBa

aMmMmmak, onnnupybuH, nHamkaH, nentTuabl U ap.)------------------ 5%
( , PyOVH, nHa , Opl v ap



LleHTpanbHasa ponb rmyTammHOBOW KUCNOTbI

B obmeHe 0enkoB

Benku YrneBoabl NH,
J (nepBUYHbBIN)
nupyBart f
v
LUTK
v

[ a-keTornyTapar

l

rﬂyTaMMHOBaH KUCIIOTAa

NH,
3aMeHUuMbIle FnyTamMuH (MepBUYHBbIi)
AMMWHOKMUCIOThI l

FnyTatuoH
NH, A

(BTOpUUHBLIN)

MoyeBUHa




