TepmuH IlI:

Jlekummn:
PuKcaumja Ha a3oT
buocnHTe3a Ha aMUHOKUCETNHM

AMUWHOKNCEIMHUTE KAaKO NPERYPCOPUN 3a CUHTE3A HA
MaJilh MOJIERYTU



LTO Ke buae onpaTeHo BO NpeaBatbaTa?

BUOCUHTE3a Ha aMUHOKUCE/INHU

dukcaumja Ha a3oT o4 atmocdepaTa

bnocnHTesa Ha HeeceHUUjaNHN AMUHOKUCE/IMHWN KAj YOBEKOT
MaTnwTta Ha BUOCKMHTE3a HA eCeHUMjaIHU AMUHOKUCENNHN

AMUHOKNCENIMHUTE KAaKO NPEKYPCOPU 3a CUHTE3A Ha Ma/IN MOJIEKYNM (NPEKYPCOPU 33 CUHTE3A HA HYKIEUHCKU
KUCENUHU, NOPPUPUHU, HEBPOTPAHCMUTEPU, BUOTEHU aMUHU, KpeaTUH U GocPoKpeaTHH)



AHaboNUTUYKMTE NpoLLecn BO MeTaboIM3MOT Ha NPOTENHM BKAYYyBaaT
CMHTE3a Ha aMUHOKUCENNHU, CUHTE3a Ha Maau MOoJiIekyu (AeprBaTh Ha
aMUHOKUCENNHUTE) N CUHTE3a Ha NPOTENHN

CunHTe3a Ha
aMUHOKNCEeNNHU
(HeeceHuMjanHNn)

AMUWHOKUCENNHU

AHabonnykm npetsopbmn [ }

CuHTEe3a Ha CunHTe3a Ha
NPOTENHMU 6ruomonekynm




BuocnHTe3aTa Ha aMUHOKUCE/IMHM BO OPraHU3MOT € ANPEKTHO 3aBUCHA
o4l AOCTAaNHOCTa Ha a30T
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Oxcupamona coetojba Ha a30TOT

CuHTe3aTa Ha aMUHOKUCEIMHW 3aBUCU Of, PACNOJIOXKMBUTE N3BOPM HA a30T.

JlocTanHOCTa Ha a30T e YC/10B 33 CMHTE3a Ha NPOTEUHU U HYKJIEUHCKN KUCENUHMN.

A30TOT e Haj3acTaneH Bo atTmocdepata, Ho BO popma Ha N2 — ctabunHa monekyna, 945 ki/mol.

OcTaHaTK M3BOPU Ha A30T Ce HUTPATU N HUTPUTH.

HajnoBosHa popma Ha a30T 3a cuHTE3a Ha bBuomonekynm Bo opraHmamoT — NH3

Hajronem pgen og npetBopbuTe ce oaBmBaaT BO aHaepobHM ycnoBu

Mpouecnte ce oaBMBaaT MaBHO CO NOCPEACTBO (MM ANPEKTHO) oA, CTPaHa Ha cneunjanmsnpaHm BUaoBu baktepmu
KOW I noceslyBaaT HEONXOAHUTE eH3UMCKM KOMMNIEKCU 33 KaTaNn3npake Ha COOABETHUTE pPeaKkLUmu.



[MpouecoT Ha PUKcaLmMja Ha a30T OBO3MOXKYBa ANPEKTHA npeTBopba Ha
N2 no NH3

* MPOUEC HA ®NKCALMIA HA A3OT— npouec Ha cBp3yBatse
Ha N2 1 HeroBo npetsBoparbe Bo NH3.

* Ce n3BeayBa Bo aHaepobHu ycnosu (Kncnopoaot e
NHXMOUTOP Ha peaKkumjaTa)

e duKcaumjaTa Ha a30T MOXKaT Aa ja M3BeayBaaT cCamo
HEKONKY BUA0BM NPOKapnoTu (a3oTopmnKcaTtopHu bakTepumu
n archaea), HapeuyeHn ANA30TPODN.

e [wunasotpodute og poaoT Rhizobium KuseaT Bo cumburosa
CO KOPEHWNOT CUCTEM HA NEr'YMUHO3HUTE pacTeHMja, Kaae ja
BpwaT npetBopbata Ha N2 ao NH3.

N,+8H*+8e +16 ATP+16 H,0 —
—> 2 NH; +H, +16 ADP + 16 P,




[TpouecoT Ha dMKcaLMja Ha a30T ce 04BMBa CO NOCPEeACTBO Ha

HUTPOTeHa3HNOT KOMIJIEKC

[1B8a eH31MMM BO HUTPOreHa3HMOT KOMMJIEKC:
ANHUTPOINEHA3HA PEOYKTA3A n
ANHUTPOTEHASA.

JVHUTpOreHasHa peayKkTasa — gumep,
eanHedeH 4Fe-4S penokKc ueHTap (le- 3a
oKcuaaumja/peayKumja); cBp3yBavykM mecTa
3a ATP/ADP.

JHUTpoOreHasa — TeTpamep, PeaoKC LLeHTPH
co 2xMo, 32xFe, 30xS; P-knactepu (4Fe-4S) n
Fe-Mo KnacTepwu.

8e- ce noTpebHun (6e- 3a peaykumja Ha N2 ao
NH4+ n 2e- 3a peaykumja Ha 2H+ go H2).

e- Ce NpeHecyBaaT o4 NpysaT Ao
AnHutporeHasaTta npeky: PEPEAOKCUH m
ONHUTPOTEHA3SHATA PEAYKTA3A.
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[AnHuTpOreHasHa peayKrasa

KOmMnaeKkc

KodakTopu Ha
HUTPOreHa3HMOT KOMIJIEKC:
ADP, P-knactepu Ha 4Fe-4S m
Mo (cBp3aHa npekKy
XoMouumTpaT)



PeakummTe Ha acMmmaaumMja Ha HATPATKU OBO3MOXKYBa NpeTBopbHa Ha
HUTPATW 40 aMOHM|aK

Momanky og 1% oa a30TOT Nog/siexku Ha GUKcaumja o CTpaHa Ha a30TopUKcaToOpHUTE BaKTepum.
Bo nouBuTE M OKeaHUTe — goctanHu ce HUTpaTn (NO3-) — npeTcTtaByBaaT okcuamnpaHa ¢opma Ha a3or.
ACUMUNAUNIA HA HUTPATU — npouec Ha peayKumja Ha HUTpaTth (NO3-) 4o amoHmjak (NH4+).

[lBocTeneHa pakuuja Koja ce oABMBa BO 3e/1eHUTE pPacTeHuja, Pa3NNYHK BUAOBU GYHIU U onpeaeneHmn baktepum
(HUTPpNdUKaTOpHU BakTepun).

NO;, +2H*+2e— NO, +H,0 (peakumjal)

NO, +8H*+6 e — NH,*+2H,0 (peakuwuja ll)

PeakuujaTa () e katanusupana og HUTPAT PEAYKTA3A, xomoanmepeH eH3nMm, KOj noceyBa KOEH3UM KOj
coapxn Mo BO akTUBHMOT LeHTap (o3HayeH e kako MoCo). Mo nma ynora ia 0BO3MOKM NPEHOC Ha E/IEKTPOHUTE
Ha HUTPATOT.

PeakuujaTa (Il) e katannsmpaHa og eHsaumot HUTPUT PEAYKTA3A, , 1 e peaKkunja Ha peayKunja co 6 eIeKTPOHM.

OBue peaKkuum ce npesepsnbuanHmn n ynotpebysaat eHepruja Bo Bma Ha ATP.



Pe3nme Ha 3HaL—IajHl/ITe NPOLECN KON Ce O0ABNBAAT MNP BRJIYHYBAHETO HA
d30TOT 3d CMHTE€3ad Had daMNHOKNCEJTUHW

* AMOHMjaKOT NpeTcTaByBa NocakyBaHa ¢opma Ha a30T KOja MOKe 1@ ja UICKOPUCTaT NyfeTo 3a CUHTEe3a Ha
aMUHOKNCENUHU U APYTU MOSIEKYU

* [lBa rnaBHU npoLuecn Ha CBp3yBaHe Ha a30T M Heroea rlpeTBop6a BO aMOHMjaKZ

* ®uKcaunja Ha a3oT (aHaepobeH npouec, eH3UM — HUTPOreHa3eH KoMMeKe, notpeba oa eHepruja Bo BUA Ha
ATP)

* Acumunaumja Ha HUTpaTKu (aepobeH npouec, peayKumja Bo ABa YEKOPU — HATPATU A0 HUTPUTK (HUTpaT
peayKTasa) U HUTPUTU 40 aMOoHMjaK (HUTpPUT peayKTasa), notpebHa e eHepruja Bo Bua Ha ATP.

» [lBeTe peakuuM ce ofBMBaAAT HAa HMUBO Ha pPacTeHujaTa 1 BO No4YBaTa M BoAaTa NPeKy BUCOKO
cneumjanmsnpaHm bakrepuu.

e MBOTHUTE M YOBEKOT HE MOXKAT Aia BPLIAT HUTY e[lHa Of, ABEeTe peaKkuum.



AMMNHOKUCENNHUTE Ce NoAEe/IEHU BO ABE rPyrnu BO 3aBMCHOCT 0J, TOA
0ANN NIYFeTO MOXKe Aa ' CUHTeTM3npaar

OpFaHMBMVITe I'IOKa)-KyBaaT pa3l'll/1'-IEH KaI'IaLI,MTeT 3d CUHTEe3a
Ha 20-Te aMUHOKMCENNHU KOW HajuecTo ce CpekaBaaT BO Sl CeéHuunjanHN

CTPYKTypaTa Ha NpPOTEUHUTE Ala Arg
NMoBeKeTo pacTeHMja U MMKPOOPraHU3MKM MMaaT cnocobHoCT Asn His
Aa T CUHTETU3NpPaaT cuTe NOTPEOHN HYTPUEHTH A I
BKJIY4yBajKN T CUTE€ aMUHOKUCE/IMHW, O, HEOPTaHCKUTE >P €
dopmu Ha a3oT Kako NHA+ n/mnam NO3-. Cys Leu
MoBeKEeTO umMLUayYM MOoXKaT A3 CUHTETU3NPaAT AeCeTMHaA Of, Glu Lys
20-Te cTaHAapAHN AMUHOKUCESTUHMN. Gln Met
AMMHOKUCENNHUTE Ce KNnacuduumpaHm BO ABE rpynu, BO Gly Phe
3aBUCHOCT 01, MOXHOCTa Aa Ce CUHTETU3UPaaT BO HOBEYKMNOT

opraHmsam. Pro Thr
HEECEHUMUIATHU AMUHOKUCE/TUHU — moxe aa ce Ser Trp
CUHTETU3MPAaT BO OPraHU3MOT Tyr* Val
ECEHU,MJA“HM AMMHOKMCE“MHM — He MOoXXe ,Clla ce *Tyr Ce CUHTEeTM3Mnpa of, Phe

CUHTETU3NPAAT BO OPraHN3IMoOT



[TOBTOPHO 3a peaKuujaTa Ha TPAaHCAaMUHULKja? 1?1?71

* Bo OCHOBa, CMHTE3aTa Ha AMUHOKMCENIMHM BO OpPraHU3MuUTE €
peakuuja Ha TpaHcaMmuHaumja (NpeHoc Ha aMUHO rpyna) Ha
COOBETHA O-KETO KUCeNUNHa.

* oTcetyBarbe: TpaHCaMMHaLMjaTa NPETCTaBYyBa peakLluja Ha NpeHocC
Ha aMMHO rpyna oj, o-aMUHOKMCEeNNHa (A0HOP), Ha O-KeToKMUCeNnHa
(akuenTop).

* Bo peaKkuymjata Ha bBuocnHTE3a Ha aMUHOKUCENNHN KaKOo
aMWHOKMCENINHA BOHOP ce cpeKkaBa [JTYTAMAT, a aKkuyentop
npetcrtaByBa a-KETO KUCEJ/IMHA aHanor Ha aMMHOKUCENIMHATA Koja
ce cuHTeTusmnpal

* EH3MMCKM KaTannsunpaHa peakuunja: AMUHOTPAHCOEPA3NA
(nmeHyBame: [NMTYTAMAT-XXXXXXXXXX AMUHOTPAHCOEPA3A, Kaae
WTo XXXXXXX € UMeTO Ha aMMHOKUCEe/IMHATa Koja ce CUHTeTU3upa.

» HeeceHUMWjaNHN aMUHOKUCENIMHW Ce BCYLUHOCT OHWE YNU LITO
aHaNOMHU O-KETO KUCEIMHU MOXKe Aa Ce CMHTeTU3MpaaT BO
opraHn3mor!

npe,ﬂ,M3BMKZ CuHTe3a Ha cooaBeTHa a-KeTo KncenunHa!l
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JlyfeTo MorKaT ga rv CUHTeTU3MpaaT CaMo HeeceHUnjanHuTe
aMWUHOKMCENNHWN 0, COOABETHUTE NPEKYPCOPU
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[TojAOBHUTE MaTepUja/in 38 CUHTE3a Ha HeeceHUMjanHnTe
aMUHOKUCENNHN Ce MHTEPMEaMEPU BO IMNKONM3ATA U LMKAYCOT Ha
IMMOHCKA KUCeNNHa

A\
UHTepmeamepm BO —> CepuH —>» LUCTEeUH
MUKONM3a Sk
——>  aNaHWH MALMH
VHTepMeanepu Bo OKcanoaueTaT — 3 acnaptal ——y» acnaparuH
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N
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YcnoBHa CUHTE3a —
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NHTepmeamep

TUPO3UH




Opa 3-pochornmuepaT ce CUHTETU3NPAAT CEPUH,

CuHTe3aTa Ha rMmnunH n UMCTeENH ce oaBmBa NpPpeKy CeEpumH.

[Jobusare Ha CEPUH — Tpu yeKopu;

* oOKcugauuja Ha —OH co gexngporeHasa n NAD+ go 3-
dochoxmapokcunupysat

* TpaHcamuHaumja (co rnytamaT) — docdocepunH ammnHoTpaHcdepasa — Ao 3-
docdocepuH

e Xupgponunsa— pocdocepuH pocdartasa - CEPUH

[lobusarbe Ha MUUWUNH — aBa HauuHWK;

* Op cepunH — OTCTpaHyBake Ha MeTUA Fpyna — CeEPUH
XuapokcumeTunTpaHcdepasa un tetpaxmgpodonat n PLP

* 0Op CO2 1 NH4+ - rAMUMH CMHTETa3a Co MeTNIeHTeTpaxnuapodonaT Kako
AOHOP Ha meTuA rpynu (o4 npepasatrse 6p.2)

EneH oa rnaBHUTE METaboNMYKM NAaTULLITA NPU CUHTE3A Ha
aMUHOKUNCENIMHU, HYKTIEUHCKU KNCENNHU 1 docdonmnnmnam.

Kaj E.coli Bo megnym rnyKkosa, aypu 15% oa acummnnaumjata Ha C, ce
o4BMBa NNPEKY MeTaboNMUYKMOT NaT Ha CEPUH.

EHepreTckm noBo/IHA peaKkumja — n3Bop He peayumpaHa ¢opma Ha NAD
(NADH + H+)
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CUHTe3aTa Ha LUNCTENH € TECHO MNOoBP3dHA CO CMHTE3aTd HAa METUOHUNH

LiucteunH ce CUHTETU3UPA HA PA3/TUYHU HAYUNHUA Kaj LNuUa4vYnNT
OCTadHATUTE OPraHN3MMU.

Kaj ocTaHaTUTe OpraHM3Mm CUHTE3aTa € TECHO NOBP3aHa U
3aBMCHA 0, NPOLLECOT Ha acMMunaumja Ha cyndatu.

|_|pOLI,ECOT ce 04BuBa BO ABeE peakKunu:
* KoHaeH3aumja Ha cepuH co auetmn-CoA go O-auetTmacepuH
* BHecyBare Ha S (4obmeH co acmmunaumja Ha cyndatm) u
dbopmupare UMUCTEUH.

Kaj unmuaynTe cMHTE3aTa Ha LIUCTEUH Ce 0BUBA NPEKY
XOMOLMCTENH KOj € IOHOP Ha S-aTOMOT BO CTPYKTypaTa Ha
LUCTEUH, ce obpa3yBa 0, METUOHUH.

Peakuymnjata Ha cuHTe3a Ha LUUCTEUH ce oaBuBa BO ABa YekK

* KoHaeH3aumMja Ha CEPUH N XOMOUUCTEUH N GOPMUPaHE HA
NHTEpMmeanep — UMCTaHUOHUH (LMCTaTUOHUH B-CHHTa3a)

* XMApoAnM3a Ha LUCTAaTUOHUH A0 O-KETObyTUpPaT U LUCTEUNH
(UMCTAaTUOHMH Yy-nna3a).

* Bo peakuujaTta ce ocoboayBa aMOHMjaK.
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ANAaHUHOT Ce CMHTEeTU3MpPa O NMPyBaT

* AJIAHUH ce cnHTETU3MNpPA CO peaKLmja Ha TpaHCAaMMHAUMja o4 NMPYBAT (aKLEenTop Ha aMUHO rpyna) u

rnyTamart (4OoHOp Ha aMMHO rpyna) — No3HaTa peakuuja.

* EH3MM — anaHWH ammnHoTpaHcdepasa n PLP
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O, okcanoaueTtaT ce 0bpa3yBaaT acnaparMHcKa KMCeamHa M acnaparnH

* ACNAPATMHCKA KUCENUHA (ACNAPTAT) ce obpasysa * ACMNAPATUH ce obpa3syBa o acnapTaTt co peakumja Ha

0f, OKCanoaueTaT Co peaKkuMja Ha TpaHCAaMUHAUM]a, CTPaHM4YHATa KapboKcuaHa rpyna.
Kaje OKCasioaueTaToT e aKLuenTop, a ryTamart e 40HO
A " H P, Y a P . Ensum: acrnaparuvH CMHTeTeTasa
Ha aMMWHO rpyna
* ATP ce npetBopa Bo AMP, wTo pe3syntupa co
* EH3MM: acnapTaT TpaHCaMMHA3a

ocnoboayBare NosBeKke eHepruja notpebHa 3a cMHTE3a
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Glutamate c-ketoglutarate Glutamine Glutamate
o
)J\ | O
Y\| ” 4
MH3 NH3 N
Cxaloacetate Aapartate Aspartate ﬂsparagme

ﬁTP AMP + PP

transaminase asparagine synthetase



HeKkonKy aMUHOKUCENMHN Ce CUHTETU3MpPAAT O a-KEeTOor/1iyTapaTt NpekKy
rayTamar

* Bo Hajronem 6poj cny4anm aMMHOKUCENUHUTE ce * TNMYTAMMWUH ce cuHTETU3UPA MAK CO CBP3YBake Ha BTOpPA
CUMHTETU3UPAaAT 04 O-KeTor/lyTapaT BO peaKkuunmn Bo eaeH MOJIEKY/1a aMOHMjaK Ha ryTamaT Npeky nHTepmegmep y-
4yeKop o4 MeTabonnTmn Ko ce NPUCYTHM BO OPraHM3MOoT rnytamundocdar

KaKO KO-NMPOAYKTU Ha OCTAHATUTE MeTaboINYKK LNKNYCH.

 TNYTAMUHCKA KUCENTUHA (TNYTAMAT) moxke aa ce
CUHTETU3NPA U/IN CO AUPEKTHO AEjCTBO Ha elHa MOJIEKYNa
aMOHMjaK BP3 a-KeTornyTapaT Uam co TpaHCaMmUHauMja —
MPEHOC Ha aMUHO rpyna oA, aMMUHOKUCENIMHA AOHOP.

EH3UM: MYTaMWUH CUHTETA34a

Bo peaKkumnjata e notpebHa eHepruja Bo BuA, Ha ATP.

"H.'l+ NH2
e EH3MM: ryTamaT gexmaporeHa3a CO0H giutam."ne (lj_[]
' synthetase |
NH," Hz ,
COOH grfu;agate COOH I:|:H2 /_\ l:I:HE
| ehydrogenase | L
e G CH—NH CH—NH;
CHy Ch, lt:t:[:n:JHt ADP, HsPOq  COOH
utamate i
Iif:=D MADFIH |:j|;|-|_N|.|2 4 glutamine
COOH MNAD(F)* COOH

orketoglutarate glutamate



CuHTe3aTa Ha ryTaMuH e CTPOro peryampaHa Bo 3aBUCHOCT 0/
MOMEHTaNHUTE NOTPebn Ha OPraHU3MOT

CuHTes3aTa Ha IMyTaMUH oA, TyTaMUHCKa KucenmHa (rnytamar) e

. [Cnyramar
Nnoa/I0XKHA Ha ABe HUBOWM Ha perynauyuja:
NH;
AnocTepuyKa perynaumja Ha eH3UMOT MyTaMUH CUHTETa3sa, .
NPEKy WecT KPajHM NPOAYKTU Ha MeTaboM3MOT Ha IMyTaMUH. CHHTETAY; ATP
Perynaumja npeky KOBasieHTHU MOoANPUKALMWN HA IYyTaMUH
CUHTEeTa3aTa. ADP + P;

* [log pejcTBO Ha afeHUNUANPAH OCTAaTOK Ha Tyr ce Q) « ==~ M
aKTUBMPA KaCKaja Koja Aoseaysa A0 ageHunaumja Ha @) «——= Ananmn
MyTaMUH CMHTa3aTa — HeaKTMBHA dopma. it > Q| -
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BTopo HMBO Ha perynaumja Ha CMHTe3aTa Ha ryTaMUH € NPeky
MmoamnduKalmja Ha rNyTaMUH CMHTETa3aTa

* Perynauuja npeKky KoBaneHTHN mogmdbuKkaumm Ha @
rNyTaMUH CMHTETa3aTa.

* Mopa AejcTBO Ha aAl€HUNUAINPAH OCTAaTOK Ha
Tyr ce aKTMBMpPA KacKkaja Koja AoBeayBa [0
ajeHunnaumja Ha ryTamMmH CMHTasaTa —
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CuTe neT jarnepoaHu aTOMKM BO CTPYKTYpPaTa Ha NPOJINH NOTEKHYBaaT 0/

[AYTaMaT N,
JO— CHy— CHy —CH — OOy
N Ty Taner
ATP
* CuHtesaTa Ha MPOJIUH ce oaBuBa BO YeTUPU peaKLUn: e kw
e docdopunaumja Ha ryTamat Ao y-raytamun pocdar . s
(eH3um-y-rnyTammnnkmnHasa n ATP) - e —
* PeayKuwuja Ha y-rnyTamun ¢ocdat Ao rnyramar-y- | ko -«
cemmangexup, (eH3Mm-rnyTamaTt AexmaporeHasa, ] —
NAD(P)H Nar,
* Luknunsaumja (6p3a, pesep3nbaHa n cnoHTaHa Ao Ny
C— CHa:— CHa —CH —COd™
nMpOﬂMH 5'Kap60KCMﬂaT (PSC). PaMHOTe)’KaTa e II. Ty TaoiaT ¥ -C eworan nexann
nomecTteHa KoH P5C. mopm——p l
. Mol —CH,
* Pepykumja Ha P5C po nponuH (eH3mm-P5C peaykTtasa u n—d, . _tn—coo-
]

NAD( P) H) Al.Thrpanar-5 sapfoxcn

[=1%]

H
MAINFIH  + 11°
NAINF)*

HoC —CH,
M. o
o, gl - . -

{H*K{H—nm
Ho o,



TI/IpOBI/IHOT ce CUHTETU3NPa O eCeHLLI/IjaJ'IHa dMWHOKNCENTNHA

» Kaj nyfeto 3a cMHTE3a Ha TMPO3UH e HeonxoaeH peHnNanaHuH

(eceHUMjanHa aMUHOKNCENNHA). @_ |

* CuHtesata Ha TUPO3UH ce ogBunBa BO efeH YeKop, o4 NH3
deHnnanaHuH noa AejcTeo Ha GeHnNaNaHUH XNAPOKCMNA3a Phenylalanine
(TeTpaxmapobuontepuH u NAD(P)H). .

NH,

* TeTpaxuapobmonTepuH ce jaByBa Kako akLENTop/A0HOpP cUCTEM U ..- NH2
npemuHysa og H4-H2. J I
CH—CH CH3 CH—CH CHa

N

* YC/10B 33 CUHTE3a Ha TUPO3WH e NMPUCYCTBO Ha deHunanaHuH. Bo |
H

YCI0BM Ha HEA0CTATOK Ha PpeHMNANaHWUH BO XpaHaTa ce -
OHEBO3MOYBa CMHTe3aTa. Hy—biopterin

coo™

|
HO —D-mz —CH
|

Phenylalanine NH3

hydroxylase +
Tyrosine

H- —biopterin

_—

* Kaj apyrv opraHmM3mm, TUPO3UH MOMKE [1a Ce CUHTEeTU3NpPA NPEKY

Dihydropteridine

NOCNOXEeHU NaTnTa, CO HTEPpMEOANEP CUKNMCKaA KUCE/TUHA U nap +
reductase MADH + H
npedeHar o
D.T“%D
D ey
o %o oo o7

o—/ NAD NADH+H. -—'
2 ) \ ﬂ
o
[ ] [7 ]
e Dehydmgenase Tlansammase \ -

OH
Prephenate drhydm!cyphenylpyluvale Tylnsme



EceHunjanHUTe aMUHOKMCENNHN HE Ce CUHTEeTM3MpPAaAT Kaj NyreTo, HO ce
CMHTETU3MPaAT Kaj MMKPOOPTraHU3MUTE

* buocuMHTe3aTa Ha ECEHLI,I/IjafIHVITe dMMNHOKUCENNHU Ce O4BUBA

EceHuujanHm
AK
* |_|pOLI,eCI/1Te Ha OMOCUHTE3a ce 3HAYUTENTHO NOCNOXKEHMU OTKONKY

NCKNYYMBO Kaj MMKPOOPraHU3mmTe.

CMHTEe3aTa Ha HeeceHuMjanHu AK Arg
* 3a cuHTe3a ce ynoTpebyBaaTt UCTUTE NPeKypCcopm o4 MeTaboansmoT His
Ha jarnexmgpaTu. lle
* bunocuHTesaTa Ha ECEHLI,MjafIHI/I dMMNHOKUNCENNHU BaAPUPa BO Leu
3aBUCHOCT O4, OPraHnN3moT
e ,OUKTUBHO" rpynnparbe Ha aMMHOKUCENNHUTE BO 3aBUCHOCT O, Lys
NpeKypcopuTe 3a CUHTe3a: Met
(1) CuHTe3sa og AcnapraT: IM3UH, METUOHUH U TPEOHMUH Phe
(2) CuHTe3a op MupyBat: NeyunH, U30/1eyLUMH U Ba/INH Th
(3) CuHTEe3a Ha apomaTuuHu AK: beHnnanaHuH, TMPO3UH N TpunTodaH r
(4) CuHTE3a Ha XUCTUAUNH Trp
Val

ApPrmHUHOT e BKNAy4YeH BO eceHumMjanHu AK, nako moxe aa ce CMHTETM3Mpa BO
OpPraHU3mMoT, HO He BO A0BOJIHU KOJIMYUHMN.



JIN3NH, METUOHWH WU TPEOHWH Ce CUHTeTU3MpaaT oA acnapTaT

CnokeH meTabonnyKku cuctem Koj ce oaBuBa oA, NpB 3aeaHNYKU nHTepmeamnep — ACMAPTUN-B-OOCOAT
(eH3MM-acnapToKMHa3a)

Kaj E.coli nocTojaT Tpn M30eH3MMM Ha acNapTOKMHA3a KOM ja HacoYyBaaT CMHTe3aTa KOH cooABeTHaTa
aMUHOKUCENINHA (NTM3UH, METUOHUH NN TPEOHWUH).

CuHTesata Ha JIU3UH op acnapTtaTt ce ogsuea Bo 10 yekopu
CuHTe3aHa Ha METUOHMUH opg acnapTtaTt ce oasuBa BO 7 YeKopu
CuHTe3aTa Ha TPEOHMH op acnapTtaTt ce oasmBa BO 5 YeKopH
PeakuunTe Ha CMHTE3a NoANeKaT Ha CTpora perynauymja Ha ABe HUBOMW:

Ha HMBO Ha acnapToKMHa3a — NOCebHUTE U30EH3MMK peryanpaaT CMHTE3a Ha cooaBeTHaTa AK co cuctem Ha
NoBpaTHa cnpera Ha ABe HMBOW — b-acnapTaT cemmnangexua (XOMocepuH 1 IN3UH) U XOMOCEPUH (TPEOHUH U
METUOHUH)
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He Tpe6a 3a I/ICI'II/IT AO0BOJIHa € CKpaTeHaTa lwema

- 0
) 4 steps Succinyl-CoA Cysteine \ / —5
0 O\/\Hﬁg— NN > v\)\o-
N N N

CKpaTeHa WeMa Ha CMHTe3aTa Ha METMOHUH of,
acnapraT (npeKypcop okcanoaueTar)

4 steps R-CHy R
(0]

CoA  Succinate N

Onalnacetate Homoserine Methionine
ATP + pyruvate + NHy
2 NADPH + H*  ADP + P,
2 NADPT
CKpaTEHa wema Ha CMHTE3aTa Ha TPEOHWH U JIN3UH O,
acnapraT (npeKypcop oKkcanoaueTaTt) P o 5
ADP
o
|
Q o 2 steps Thraonine
g 3 steps

steps
Dxaluacetal.e o Pyruvate
Aspartate NADPH + H*
ATP 4 semialdehyde

2 NADPH + H*  ADP + P, Succinyl-CoA
2 NADP+

NADP+

glutamate CoA

w-ketoglutrate

Succinat



PeakumjaTta Ha npeTBopbHa 04 XOMOLMCTEMH 40 METUOHUH NPETCTABYBA
peakumja Ha MeTUanpame

® anICYCTBO Ha N30EH3NMUN KOU KaTa/IM3NpPaaT TOYHHO —
onpeapeneHn peakumu

* AnocTepuyKka MHXnbuunja (NpoayKToT € MHXMbUTOP)

Acnaprm
A, A, A,
) y®

: lr’ '® ® ‘\:

* [lpeTBOpbHaTa Ha XOMOLMCTENH NPETCTABYBa peakKumja Ha | Aonapman B-bocbus |

MeTUnpare Kako goHop Ha C1 (metun rpyna) e N°- o |

. . | |

meTtun-THF. Peakuujata npeTcrtaByBa KOHAEH3aLmMja BO | i

. . I Acnaprar f-ceMuanaex g |

Koja ATP He ce KOpUCTM KaKo M3BOP Ha eHepruja (eH3num — ' A® l FH N o |

| |,---h I 2 |
METUOHWH CMHTA3a (XomouucTenH meTunTpaHchepasa) | o L
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O,ﬂ, NnnpyBat ce CUMHTETU3NPAAT aMNUHOKNCESTMHNTE CO Pa3rpaHETN HN3U

* AMWHOKUCENMHUTE CO PasrpaHeTV HM3M OCBEH LUTO Ce CUHTETM3MpPaaT oj, CHy=C-C00"
NCT NPEKypcop — NMPYBaAT, NOAJIeXaT Ha CIMYEH HAYMH Ha KaTabonumsam : e
TPP
(npelﬂlaBaHDe 2) acetolactate synthase}\’co2
* JleyumuH, BaNH 1 U301eYLMH Ce acoLMpaHuM KaKo rpyna co 3abonysareTo —
"maple syrup urine disease" (MSUD) Koe e pe3ynTaT Ha He4OCTaTOK Ha |: ; L }

eH3MM BO MeTaboNMYKMOT NaT Ha OBUE aMUHOKUCENNHMN.

) ] ) CH3~CH;—C—C00~ CH3—~C—C00~
* [1pBMOT YEKOP € MAEHTUYEH Kaj TpUTE aMMHOKUcennHn The first step is 1 1
common to all 3 amino acids: a-Ketobutyrate Pyruvate
* [lnpysaToT ce cBp3yBa co TMamuH nupodcdat (TPP) n obpasysa acetolactate synthase o '
. . . acetolactate synthase
KapbaHjoH (pe3oHaHTHO cTabuaunsmnpaH), Koj noa AejcTBo Ha
aLeToNaKTaT CMHTa3a obpasysa xmapoKkcmeTun-TPP. CHz CH3
H3~C—C—C00~ H3~C—C—C00"~
* Xugpokcmetnun-TPP moXKe ga pearnpa co ywte eagHa MoseKynia s g L s l', (|)H °
nupysaT 1 ga obpasysa aLeTONAKTAT — NpU CMHTe3a Ha BAJIUH v WS M e
NEYUWH vnn pa ce cBp3e co MoneKkyna a-ketobyrapart u aa ce hydroxybutyrate
Haco4YM KOH cMHTe3a Ha USNEYLUH. L b
e KpajHuUTE aMMHOKMCENNHM ce 0bpa3yBaaT Co peakumja Ha Isoleucine Valine & Leucine

TpaHCaMWHaUMja oA, rayTamaT (AoHOop) Ha cooaBeTHaTa O-KeTo
KucenuHa.
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: CMHTe3aTa Ha aMUHOKUCE/IMHUTE CO pa3rpPaHeT! HU3MN —
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ApON\aTVIL—IHI/ITe dMWHORKUNCENTMHN CE CUHTETU3NPAAT O MNMPEKYPCOP

XO p VI 3MaT Phosphoenolpyruvate E-'EII|-'-'_J:-e-4-uhu::u?!alu
PDHH;»D-<: OH
* @PeHMNanaHUHOT, TMPO3UHOT U TPUNTOPAHOT CE APOMATUYHMU w0 e
AMUHOKNCENNHN KOU Ce CUHTETU3MPAAT Kaj pacTeHujaTa u ?p:m
baKkTepuute. Pi e

e Xopu3mart e coeiMHEHME NPEKYPCOP KOE CE CUHTETM3NPA CO
KOHAeH3aumnja Ha ¢ocpoeHonnumpysat (PEP), n eputposa-5-

3-Deoxy-D-arabinc-heptulosonate 7-phosphate

docdat (MHTepmeanep Bo neHTo3a $ochaTHUOT LUKAYC). 5
dopMUpPaHNOT NPOAYKT 2-KeTo-3-

6 -7- / NADPH + H*
AeoKcrmapabuHoxenTtyno3oHaT-7-pocdat, UMKAMU3Mpa A0 il P
XOpM3N\aT. E steps MNADP_F

. ATP \‘

* [NyTaMMHOT Cce jaByBa KaKO AOHOP Ha aMMHO rpyna Ha PP
XOPM3MaT Npu CUHTE3a Ha TpunTtodaH. CnHTEe3aTa Ha .,
TpuntodaH ce oaBMBa NPEKY NPEKYPCOP — NHAON |
(KapaKkTepucTMyeH NHA0NEH NPCTEH BO CTPYKTYpaTa Ha oo pi/
TpuntodaH)

Y

Chorismalte

Chorismate




* PEHUNANAHUH ce cnHTETM3MpPA BO ABA YEKOPU 04, XOPU3MAT NPEKY

dbeHUNNnpyBaT 1 peakumja Ha TpPaHCaMKWHaUMja co rayTamar. 3a oBue
peakuunun He e noTpebHa eHepruja.

Chorismate

* TUPO3WUH ce cMHTETU3MPA HA CAMYEH HAYMH O XOPU3MaAT, HO CO AejCTBO Ha

3 steps

glutamate a-ketoglutrate

\

CO5 + Hp0

\/, Y

Phenylalanine

glutamate wo-ketoglutrate

APYrn eH3MMU N perynaTopHun cuctemu. lpekypcop 3a cuHTe3a e 4-

XnapokcudpeHnnnmpysart, yne popmmnparse reHepmupa NADH. Bo KpajHuor

YeKop ce 0BMBa peaKLUja Ha TPaHCAaMWHaLMja CO rnyTamar.

glutamate o-ketoglutrate

3 steps

\/, ~~d

==}
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CnHTe3aTa Ha TPMNTOdaH € CAoXKeHa

TPUNTODAH ce cMHTETU3MPA BO NET YEKOPU O XOPMU3MaT.
BO NnpBMOT YeKop, rMyTamaToT Ce jaByBa KaKo AOHOP Ha aMMUHO rpyna.

3a cuHTe3aTa Ha TpunTodaH e noTpebHa monekyna pubosa (neHTo3eH
jarnexnapar).

MoTpebHaTa eHepruja 3a peakummnte ce 4ob6UBa o4 XMAPOAN3a Ha
nupodocdaT. Xmapoansata 0BO3MOXKYBa BHECYBaHE HA 5-4sieH NpCTeH
BO CTPYKTypaTa Ha TpunTtodaHoT.

Bo nocneaHaTa peaKkumja, CEPUHOT Ce jaByBa KaKo AOHOP Ha aMMHO
rpyna Bo mosiekynata TpuntodaH

Glutamate + Glyceradehyde-
Elutamme Pyvruvate Serine  3-phosphate
O i 5 stm; \ \/ W _
0 PRPP FP. Tryptophan
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bnocnHTesaTa Ha XUCTUANH MNPETCTAaBYBAd nocebeH meTabonyKM NaT I-(Oj
€ BPCK4d no:v\efy MeTaboaM3MOT Ha NMPOTENHN N HYRNENHCKWN KUCENUNHUN

XMCTM,EI,VIHOT € NoBpP3aH CO MeTaboNn3MOoT Ha HYKNEUHCKUN KUCENUMHU HA ABa HAYUHWU!

[MpeKy HEroBOTO A€jCTBO Ha KaTanM3aTop Ha peakumu (camvyHo Ha RNA Katanmsa) - npmMcycTBOTO Ha
MMW3a30/1eH NPCTEH OBO3MOMKYBA [1€jCTBO HA CUIEH HYKNeodUn 1 KaTanmsaTop Ha Kuceno/6asHu peakumu.

HDEKV bnocuHTesaTa - bBUoCMHTE3aTa Ha XNCTUAUH € NoBpP3aHa COo meTabonunukute ULNKNYCU HAa CUHTE3Aa Ha
HYRAeoTnau.

BuocnHTe3aTa Ha XUCTUAMH Ce 0[BMBa BO NOBEKE YEKOPU, 0, KOM NpBUTE 5 BKAYyYyBaaT BKAYYyBaHE Ha
pnbo3a oa pochdopunbosnn pocdat (PRPP) n Herosa npetBopba Bo umumaasonrnmuepon pocdar.

PeaKkumnjaTa BKAy4YyBa KoHAeH3auuja Ha PRPP co ATP n obpa3yBare Ha N1-5"-dpochopunbo3mn-ATP. OTKaKko Ke
ce bopmmpa MMKMUAA301€EH NPCTEH, INMYTaMaToT Ce jaByBa KaKO AOHOP HA aMMHO Fpyna Koja ce BHeCyBa Ha
MMWAA30HMOT NPCTEH U ce dopmumnpa 5-ammHonmmnaazon-4-kapbokcumma puboHyKkieoTma,

5-ammHOMMKMAa301-4-KapboKkcummna, puboHyKkneoTu € NPeKkypcop 3a CMHTE3a Ha NYPUHCKM HGa3un.
CnepnyBa peaKkuuja Ha okcuaauuja o popmmparbe Ha XUCTUANH.

3a oBaa cMHTe3a noTpebHa e eHepruja Bo BuA Ha ATP, Ho ATP 1 akTUBHO y4yecTByBa BO CMHTe3aTa (aenosu of,
MoneKynaTta Ha ATP ce BKyYeHM BO CTPYKTypaTa Ha XUCTUAMH).



LLlemaTcKkM NpmKa3 Ha BUocuHTEe3aTa Ha
XUCTnauH npeky PRPP

Phosphoribosyl
pyrophosphate CI’
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Il
O, O 4+ ATP Q
o N
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BanchmpaHaTa NCXPaHAa € KJ1IY4YHa 3d CHa6,£I,yBaH:>e CO HeonxoaHmTte
KOJIMYNHW HA eCEHLLI/IjaﬂHVITe dMWHORKNCEeTMHU

* MnekoTo 1 NoBeKeTo Meca r'm MmaaT CUTe HeonxoaHN aMUHOKUCENTNHMWN.

* Pacnpepenb6ata Ha aMMHOKUCENMHUTE BO NpexpaHbeHnTe NPOAYKTU HE € XOMOTeHa:

* JlerymeHO3HUTE pacTeHuja (rpas, NeKa, coja) MMaaT BUCOKM KOHLLEHTPaLKUM Ha Lys, HO HUCKKN Ha Met,
floAeKa NYeHnuaTa MMa HUCKM KOHLUEHTPaUuKM Ha Lys M BUCOKM Ha Met.

* BHecyBame Ha PpeHUaNaHMH e HEOMNXOAHO 33 CUHTE3a Ha TUPO3UH
* Hekowu 3abonyBatba (reHETCKM) orpaHMUyBaaT BHEC HA aMUHOKUCENNHU (NeyuuH, BaJIMH U U30NEeYLMH).

* [peKyMepHOTO BHECYBakbe Ha NPOTEMHUN NPEKY XPaHa MOKe 13 pe3ynTupa Co HUBHO CKnaaupame Bo popma
Ha MacTMu...



CoeanHeHW]ja KoM ce CUHTEeTM3npPaaT 04, aMUHOKUCEIUHNUTE

* AMWHOKUCENMHUTE Ce jaByBaaT KaKo NPEKYypCcopu 3a CMHTE3a Ha Curreaa wa
6MONOLWKN 3HAYAjHN COEAHMHEHMN]A KaKo: MPOTENUHWN, HYKNENHCKU s
KUCEIMHU, XeEM, TUPEOUAHN XOPMOHWN, HEBPOTPAHCMUTEPU N BUOTEHU

aMuHK (cnepmuH, cnepmuanH, ocPoKkpeaTH U KpeaTuH)

AmuHoOKucennHa | Mpoaykr dyHKUMja AMUHOKMCEANHN

TUpo3uH JdonamuH HeBpoTpaHcmutep
AHabonnukn npersopbu
HopennHedpuH HeBpoTpaHCcMuUTEpP, XOPMOH
EnMHed)pMH XOpMOH CVIHTe3Ha CuHTe3a Ha

NpoTenHU bromonekynu

TupokcuH (T3 n T4) XopMoH

MenaHuH MnurmenT
TpuntodaH CepOTOHUH HespoTpaHcmuTep
XnCTnamH XuctamuH Aneprucku peakumm
CepuH ETaHONamuH CunHTe3a Ha kedanuH

UncreunnH TaypuH onyHu conum



CUHTEe3a Ha NYyPUHCKM Ba3u

MypuHCKUTe 6a3m NpeTcTaByaaT OCHOBHU CTPYKTYPAHU eAMHUUM Ha HyKneoTunante Au G

CuHTe3aTa Ha NypPUHCKKM 6a3n ce o4BMBa CO y4ECTBO HA NOBEKE aMUHOKUCENMHU U HUBHO BrpaayBatbe BO
MYPUHCKUOT NPCTEH NPEKY HM3a EH3UMCKU KaTaNnU3npaHn peakLnm 03Ha4YeHU KaKo ,,MYPUHCKU-HYKNEOoTUAEH

umKayc”

NHanpeKTHa AeaMuHaLUMja Ha FyTamaT BO MYCKY/IHUTE TKMBaA (TpaHcaMuHauMja) co NOCPeAcTBO Ha

OKCasloaueTarT, Npu WwTo ce popmmpa acnapTaT U 2-oKcornytapar.

AMMHO rpynaTa Ha acnapTaT ce NpeHecyBa Ha XMNOKCaHTUH (cocTaBeH Aen Ha MHO3MH MoHodocdaT), Koja

noaneXXu Ha JeaMUHauKja A0 aaeHo3nH docdat (eH3num-ageHmnnaT JeammnHasa)

Aspartate is also the source
of one of the two nitrogen
atoms of ureal

A

2-Oxoglutarate Aspartate Inosine-P (IMP)

AST Adenylosuccinate
Oxaloacetate+«— Fumarate \denylate

N
RibP

NH,
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[TMUMHOT e NpeKkypcop Ha NOPPUPUHUTE

MopPUPUHCKOTO jaapo e coCTaBeH Aen Ha XeMOT Of, MPOTEMHUTE KAKO LUTO Ce XeMOTN0BUHOT U LLUTOXPOMMUTE.
MNopdupuHUTE ce n3rpageHmn og 4eTmMpu MOJIEKYIM HA MOHOMUPOAHMOT AepuBaT NOPPOOUANHOrIEH, KOj MOTEKHYBA
o4, ABe MoNeKynn 6-aMUHONEBY/INHAT.

MocTojaT ABa rnaBHU MmeTaboNMUYKK NaTULWITa 3a CMHTE3a Ha d-aMUHONEBYINHAT.

npoTonopduUpmH

(a) _im' ] :]{m_
Kaj BULINTE eyKapWnOoTU, MULUHOT pearnpa co CyKLUUHU- goo- (s i
CoA, npu wTo ce gobmBa a-aMmnHO-B-KeToaamnnart, Koj ce iH-' _ coasH | 0 j“-

Hs + CH:—NH; 2t . C=0 =

neKapbokcuaunpa Ao dS-aMMHONEBYINHAT. IR ' . - I
Kaj pacTteHujaTa, anrnte n bakrepuure, 6- L L .
aMWUHONeBYIMHATOT ce 06pa3yBa og, ryTamaT co Cyrmnou Cod s - Aocunoseny s

peayKkuuja, co yyectso Ha NADPH rnytamaToT ce npeTtsopa

BO rnyTamat 1-cemmanaexmg Koj ce otknHysa og tRNA.

Noa AejctBo Ha ammMHOTpaHcpepasa, mytamar 1- @ coo- coo- co0-
CeMnangexmnaoT ce NnpeTBopa BO 6-aMUHO/EBY/INHAT. o, mNA™ RTB AP + PR &, NADPH —NADP® (RNA™ &,

Kaj cute opraHnsmm, ce KOHAEH3MPAAT ABE MONEKYAU O- n, AL/ - \ ”_ /., o,
aMWHOJIEBY/IMHAT NMPWU LWITO ce obpa3yBa noppobunmHoreH, ”ﬁ_'r““' H—NH, HG —NH,

a NpeKy cepuja eH3MMCKM KaTaIu3npaHu peakymm ~ |

HaCTaHyBa CoeaMHyBatbe Ha YETUPU MONEKYIN HA iy s BNA PiryTascar 1-cemtanmexsn
nopdobunnHoreH npu wWTo ce popmmpa




[eHeTcKnTe AedeKTn BO eH3MMKUTE BO CUHTE3aTa Ha NOPPUPUHM
pe3ynTnpaaT co 3abosyBarba 03HAYEHU Kako noppupun
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HeBpOTpaHCIV\I/ITele MOXe 1d 6I/I,£I,aT dMWHORKUNCENUNHUN UNWN AepPUNBATUN HA
dMMNHORKNCEeNTMHU

e HeBpoTpaHcMuUTepWTe npeTcTaBysBaaTt - CATECHOLAMINES |
) | Dopamine CH;— CH,;— NH;,
Main MoneKynM KOU OBO3MO)KyBaaT Acetylcholine (CHy)N~—CH,~— ('ll;.-f()-"("*—('ll‘
NPEeHOC Ha CUFHAAW Ha HMBO Ha HO
CUHANCUTE Ha HEBPOHMUTE. IO A St
‘ H
Glutamate HyN— C — COO" (|)H
e HeKonKy aMMHOKMCENMHU MOXaT Aa | Nt ae I
CH, 2 2
MrpaaT y/ora Ha HeBPOTPaHCMUTEPHU | "
H,
6e3 HUKaKBM MoandUKaLMK: [ 5
rAyTamar, IMLMH 1 acnaprTar. .

* Bo ynora Ha HeBpoTpaHCMUTEPU A s e -_
MOXaT Aa ce CPeTHaT HEeKOJKY ) Rpimephine i
AepuBaTU Ha aMUHOKUCEIUHUTE. Lo HO S5

OH
: INDOLEAMINE HO. '
GABA HyN — CH, — CH, — CH, — COO" t :\r—j =
Serotonin (5-HT) | CH, CH; NH,
= N
. e M
Glycine HJ\‘—(, — €00 IMIDAZOLEAMINE
H Histamine T CH:—CH,— NH,
HN N

NF



[ama-ammnHobyTapHa kucenmnHa (GABA) ce obpasyBa o4 raytamar

e [ama-amunHobyTapHa KucenunHa (GABA) npetTtaByBa mana I}IH,«;
MOJIEKY1a — HEBPOTPaAHCMUTEP KOj ce obpa3yBa oA rnyTamar. - 00C—CH,—CH,—CH—COO"
* Peakuuja — AEKAPBEOKCUTALIMIA, co aejcTBO Ha rayTamaT Glutamate
AeKkapboKkcmnasa
* Ynora v 3actaneHocT Ha GABA BO OpraHM3MOT: glutamate | FLP
decarboxylase |~ CO,

* GABA ce cpekaBa BO HEBPOHUTE Ha KOPTEKCOT BO MO3OKOT,
Kad€ UMa ya10ra BO MOTOPHATA KOHTPOJ/1a, BUAOT, HO U BO ]
perynauuja Ha aHKCMO3HOCT. ITIHB
~00C—CH,—CH,—CH,
v-Aminobutyrate
(GABA)



[lonamuH, ennHedpuH U HopenuHedpPUH ce
O3Ha4YeHM KaKo KaTexo/laMnHM

KatexonammHute ce popmmpaat o, TUPO3MH, NPEKY 3aeAHNYKU
MHTepmeamep — [lona

NonamunHoT ce obpasyBa co peaKkuuja Ha AeKapbokcunauymja oa lona,
noA AejcTBo Ha AeKkapbokcmnasa n PLP Kako KoeH3um (npeaaBatbe 2,
MeXaHM3aMm).

KoHUEeHTpauunTe Ha KatexonammHuTe (0cobeHo Ha OCHOBHMOT
NPEeKypcop AONaMUH) ce oap:KyBaaT BO ONTUMANHU rPaHULN.

HamaneHu KOHUEHTPaUMKM Ha AONAMUH Ce HajAeHUN Kaj NAUUEHTHU CO
NAapKMHCOHOBA U a/nlUjajmepoBa bonecr.

3ronemeHu KoOHUEHTPauMn Ha 40NaMuH BO OPraHM3MOT MOXKe Aa
npean3BMKaaT NCMXONOLLKM HapyLLyBaka 04, CMNEKTAPOT Ha
lWwn3odppeHnmn,

phenylethanolamine
N-methyltransferase s adoHey

- NI,
HO—{ % CH,—CH—COO

— Tyrosine

- Tetrahydrobiopterin
(0,

tyrosine |~
hydroxylase h_
. ) > H,0

‘ ™ Dihyvdrobiopterin

HO

N\ I )
HO CH,—CH—COO

a ’I‘Olllilt'l(‘. PLP
amino acid 00
decarboxylase At
HO,

S NH;
Y—CH,—CH,

Dopa

Dopamine
| Ascorbate

: 1 0,
dopamine |

B-hydroxylase !:;..,_ H.0

* Dehydroascorbate

v
HO «
’f":s
HO—  H—CH—CH,
— OH . .
Norepinephrine

‘ adoMet

‘ H,N—CH,
Ho— ‘*fi::»f(?n—cn._,
= OH
Epinephrine

HO,



brocnHTe3a Ha CepOTOHUH ce oaBKMBa O TPUNTOdaH

CepoTOHHHOT ce 00pa3yBa oJf TpUNTO(aH CO peakiifja Ha
nekapOoKcuianuja (Ha CJIMUYeH HAYMH KaKO KaTeXOJIaMUHHUTE)

CepOoTOHMHOT € HEBPOTPAHCMHUTEP BO MO30KOT KOJ YUECTBYBa
BO peryJaiifja Ha KOHTpakKiMjara Ha Ma3HUTE MYCKYJIH BO
apTEePUOJIUTE U OPOHXUOJIUTE.

MenaroHUHOT NPETCTaByBa ,,MOJICKYJIa KOja MPEAN3BUKYBa
COH".

BrecyBameTo Ha TpunTodaH BO rojieMU KOHIEHTPALUK MPEKY
XpaHata (MJIEKO, MJICYHU TTPOU3BOIN, MUCUPKUHO MECO), MOXKE
71a TIPEIM3BUKA COHJIMBOCT MOPAJN CUHTE3aTa Ha MEJIaTOHUH.
TpunTtodaHoT ce 3emMa Kako CyIIEMEHT (,,[TPUPOJICH

nvjazenam*, Oujiejku HamajlyBa aHKCHUO3HOCT U JIenpecHja.

NH;
(‘II —CH—COO

g8
Tlv

_ Tetrahydrobiopterin

"‘i-" ()-)
tryptophan f -

hydroxylase h
1ydroxylase > H,0

4 Dihydrobiopterin

ptoph an

NH.

] CII.Z—(I?II—C()()
HO P l \
~ i\i 5-Hydroxytryptophan
a_romat_ic PLP
dv(‘(;;:;)‘(l}:o\lif:;g }\ P50
NH?

—( H

H()Cé

Serotonm



XMCTaMMHOT ce obpa3yBa 04 XMCTUAMH

XUCTUANHOT NoANEXM HA peakunja Ha aekapboKcunaumja
[0 XUCTAaMUH, cneaejku ro TMNMYHUOT MexaHn3am NpeKy
nupuaokcan ¢ocdat (PLP)

XUCTaMUHOT € HEBPOTPAHCMUTEP BO MO3OKOT U
ydecTByBa BO perysauuja Ha NpoLecoT Ha cekpeuuja Ha
KUCeNNHA BO *KenyaHUKoT (ctumynartop).

BO MMYHMOT CUCTEM, XMCTaMMUHOT A,€/1yBa BO OfPXKYBakbe
Ha IOKaNeH MMYH 0AroBop (LPBEHWNO U Yellatbe)

Ha HMBO Ha BOCnanuMTeneH oAroBop, XMCTaMUHOT AenyBa
NPU aneprucku peakumu.

IT'IHS
".,,,.CHZ —CH—COO

N. NH

Histidine

histidine {LP
decarboxylase | ™ COy

v

ITIH“
_CH;—CH,

N_ NH

Histamine



BuocmHTe3a Ha bBMoreHnTe aMmuHm cnepmumH N cnepmmanH ce oaAB1BA

NPeKy MeTUOHUH

CnepmMnHOT 1 CNepMUANHOT
ce bBMoreHM aMmHU Kowu
MMaaT yaora Bo
meTabonmsamor Ha
HYK/IEUHCKN KNCENNHMN,

NOTOYHO BO NaKyBaHE€TO Ha
DNA.

Peakuuute Ha npetBopba Ha
METUOHWUH A0 CNEPMUH U
CNnepMUANH Ce TaBHO
peakunm Ha
neKkapbockmnauuja.

Methionine

ATP

(I'TOO
PP, + P, HN—C—H

CH. S-Adenosylmethionine

CH,
I

S— Adenosine

CHz

P
adoMet | S
decarboxylase | * €Oz

-

u..r'\'—cltm

.'T‘— Adenosine
CH-
Decarboxvlated
adoMet

T?‘H..
H N—CH,~CH,~CH,~CH—-C00 Ornithine
ornithine | T
decarboxylase | * CO:
H,N—ICH.,),—NH, Putrescine

propylaminotransferase I | " y
» CH, S~ Adenosine

Methylthioadenosine

v

HN—(CHy) —NH—(CH,),—NH, Spermidine

propylaminotransferase Il
r» CH3—S— Adenosine

HyN—(CHy}s —NH—(CH,); —~NH—(CHy)s—NHs,

Spermine



KpeaTuH 1 pocPoKpeaTnH ce
CUHTETU3NpPaaT 04 HEKOIKY
aMUHOKNCENTNHM

» dochoKkpeaTUHOT NPeTCcTaByBa Ba*KeH U3BOP Ha
eHepruja Bo MyCKY/IHUTE KNETKW.

* CuHTe3aTa Ha pocdoKpeaTmH ce oaBMBaA NPEKY
KpeaTuH (eH3MM — KpeaTuH KMHa3a u ATP).

* KpeaTuHOT ce 0bpa3yBa oA MULUUH, apTUHUH U
METUOHWH (AOHOP Ha MeTuA rpyna).

.\;:HH

Hy
o .
f

amidinotransferase [\
N

NH,
C=NH,
NH
CH.,
Co0

NI,
C—NH,

(CHy)y

CH—NH,
|
CcOO

> Ornithine

Guanidinoacetate

'/-’ adoMet «—

methyltransferase ‘*

v

NH,
C—NH,
N—CHj
CH,
Co0

(8]
0=P—0
NH
C—NH,
N—CHj;
CH,
CO0O

Phosphocreatine

s adoHcey

Creatine



Pe3nme Ha TemaTa — PaMHOTEXATA BO OPIrdHN3IMOT 3dBUCU O, NCXPAHATA

Mankpeac
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Kol MO30KOT, 8THIOZHOTO H MY CEYTHOTD TEHED
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: ATP /
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Co,

YcnoB 3a 6uocuHTE3a Ha AMUHOKUCENUHN —

duKcaumja Ha a3oT
* AMMHOKMCENUNHUTE CE CUHTETU3MNPAAT 04,

NpeKypcopu BO MeTabon3moT Ha

jarnexngpatu

» JlyfeTo MmoXaT Aa r'm CUHTETM3MPAAT CaMo

HEECEHLI,MjaIIHMTe dMUHOKUCE/TUHU

* CuHTe3aTa Ha eCEHLI,VIjaJ'IHVI dMWUHOKUCE/TUHU

ondaka MHOrY NOC/IOXKEHN MEXaHU3MM

° O,EI, dMNHOKUCENTUHUTE MOXKE Oa Ce

CUHTETU3NPAAT APYrKU BUONOLIKN 3HAYAjHU

MONEKYAN



