MeTabonmam aMmmMHOKUCIIOT
(MpocTbIX 6enkos)



10.

11.
12.
13.

Bornpochbl 3 buneTos no Teme

[MoHATHe 0 Buornormnveckomn LeHHocTn 6enkoB. Ponb 6enkoB B NUTaHNN. 3aMeHUMBbIE U
He3aMeHNUMble aMUHOKNCIOThI.

KonnyecTBeHHbIVN aHanms Xenyao4yHoro coka.

TpaHcaMHUpOBaHME aMUHOKUCITOT. PepMeHTbI U KOPePMEHTbI TPaHCaAMUHUPOBaHUA.
TpaHcaesamMuHMpoBaHWe N TpaHcpeaMuHMpoBaHue. [lnarHoctnyeckoe 3Ha4eHune
onpeaeneHns ammHoTpaHcdepas B CbIBOPOTKE KPOBU

[le3amnHupoBaHne aMmMHOKMCNoT. MexaHn3mMbl OKUCITUTENbHOMO A€3aMUHNUPOBAHNA.
[yTn 06e3BpeXMBaAHNA aMMMaKa B OpraHn3me.

[MyTn 06e3BpexmnBaHs ammmaka B opraHname. KonnyecteeHHoe onpeaeneHme
MOYEBMHbI U KpeaTMHUHA B MoYe. KnnHnyeckoe 3HadeHme.

[ekapbokcunnpoBaHue ammHokmncnot. ObpasoBaHne GUOreHHbIX aMUHOB N NX
buonormnyeckas ponb. Pacnag 6noreHHbIX aMUHOB.

[ekapbokcunnpoBaHne aMMHOKNCIOT. bruoreHHble aMmuHbl. MOHOAaMWHOKCKMAA3bI.

OcobeHHOCTM 0OMeHa beHunanaHnHa u TMPo3nHa. AnkanToOHypus,
doeHnnnnpoBuHorpagHasa onmropeHnst. JKCNpecc MeToa onpeaeneHns NoBbILLEHHOIO
cogepxaHna oeHnnanaHnHa B CbiIBOPOTKE KPOBMW.

CuHTes KpeaTtnHa. KpeaTuHdocdat. KonmyecTtBeHHOE onpeaeneHme KpeaTmHnHa B
MouYe.

OcobeHHoCTH 0bmMeHa ankapbOoHOBbLIX aMUHOKMUCIOT.
Peakuum ruapokcunnpoBaHns n aekapbokcnnmpoBaHna apoMaTnyecknx aMmMHOKMUCIOT.
OcobeHHOCTM 0bMeHa cepocoaepKaLllnx aMMHOKUCIOT.



CTpyKTYypa TEMBI

Benkn: nepeBapuBaHue (pacnag 4o aMMHOKMUCNOT), Buonornyeckas LeHHOCTb
Katabonunam azota aMMHOKUCHOT:

YaaneHne amuHorpynmnbl U3 aMUHOKUCOTbI (TpPaHCaMUHMPOBaHME, 4e3aMUHMPOBaHME)
BkntoueHne yoaneHHoM aMMHOrpynnbl B COCTaB MOYEBUHbLI (OPHUTUHOBBLIV LINKN)
[pyron cnocob obe3BpexmBaHns ammMmmnaka: CUHTE3 rnyTaMuHa 1 acnaparmHa

KaTtabonunam yrnepoaHbiX CKENeTOB aMUHOKUCIIOT (KETOKMUCIOT):

BkntoueHune npoayktoB katabonuama B L TK, rmmkonua
[ MMKOreHHble, KETOreHHble, CMeLlaHHble aMUHOKUCIOTbI

CUHTE3 aMUHOKNCNOT (B 00LLEM):

Metabonutbl LUTK 1 rmmkonnaa kak npegLluecTBeHHMKN YrNepoaHoro ckenerta
Posib TpaHCaMMHMPOBAHUA B CUHTE3€ aMUHOKUCTIOT

MeTtabonunam otaenbHbIX aMUHOKUCIIOT

CepVviH 1 MUUWH, ogHOYrnepodHble dparMeHTbl 1 donmeBas kucnoTa

deHnnanaHuH, TMpo3uH. Cneunduyeckme nponssogHble (MenaHuH, 4oddamMuH,
HopagpeHanvH, agpeHanuH, T3/T4 ). PeHUnKeToHypus, ankanToHypus
Cepoco,u,epx(au.l,me aMUHOKNUCNOTbl. METUOHWUH N peakummn MeTUinMpoBaHNA:

* KpeaTtuH (cnHTes, oyHKLUMN), KpeaTUHWH

« KapHuTuH, pochaTtnannxonuH, agpeHanuH

,D,I/IKap6OHOBbIe AMWUHOKUCIOTbI (acnapTaT, rnyTamaT)

Cneuundunyeckme NpoayKTbl:

KpeaTuH (CuHTe3, oyHKUNM), KpeaTUHUH

BuoreHHble amuHbl: AekapbokCUnNMpoBaHue U rmapoKCUNMpoBaHne aMmMHoOKUCNoT. Pacnap,
ounoreHHbix ammHoB (MAO = MOHOaMMHOOKCKMOA3a)

Okcupg asota NO
MypuHbI, NMUpUMNAUHLI, rem (B Teme «MeTabonn3m CroXHbIX 6enKoB»)



[Tone3Ho Bbly4nTb CTPYKTYPHbI:

* AnaHuH/nupysar (13 rMmukonmaa)
« Acnaptat / okcanoaueTtart (13 L TK)
* [nyTamart / a-ketornyTtapart (13 LI TK)

He MmoXeTe Bbly4YnuTb — pacneyatanTte u
OEpXUTe nepen rnasamm, Ha TOT crydau,
eCInn BCTPETUTE. OTO NMOMOXKET Bam

cBd3aTb MeTabonn3M rMmrKo3bl U
aMMUHOKUCIOT



BEJIKU: NEPEBAPUBAHUE



[lepeBapuBaHmne 6enkoB: PEPMEHTDI

« OOwasn xapakTepucTuka:

depMeHThI, pacLiennsaoLne NenTuaHble CBA3N (= nepeBapuBaHmne) Ha3biBatoTCS
npoTeasbl. ATO rmaponassbl (knacc 3 no knaccudukaumm pepmeHToB). OHU MOTyT
pacLennaTb NenTuaHbIe CBA3N NMMBO B cepeanHe Monekynbl 6enka (angonenTnaassl),
nnbo c kpaes (¢ C- unu N-koHLa, 3Kk3onenTnaasbl)

TN (bepMeHTbl CUHTE3NPYHOTCA B BUOE HEAKTUBHDbIX MNMpealeCcTBEHHNKOB
(ﬂpOCbepMeHTOB), KOTOPblE aKTUBNPYHTCA TOJTIbKO B NMPOCBETE KI/ILIJe‘—IHI/IKa/H(eﬂy,EI,Ka
(MHa4e akTuBaums BHYTPW KIETKN NPpUBEOET K rMoenu KNeTkn 1 opraHa)

NMEOT CyOCTpaTHYHO CneungUYHOCTb: pacLLennsoT NeNTUAHbIE CBA3N, KOTOPbIE CTOAT
B Lilenu 6ernka TonbKo Bo3ne onpeaeneHHbIX aMUHOKUCIOT

« Bxenyaoke:

[MencuH (M3 nencmnHoreHa). AKTUBUPYETCHA CONSAHOW KUCITOTOM U aKTUBHbBIM MENCUHOM.
Pacwennset no ®eH, Tup, Ny, Acn

Ponb consiHoM KNCINOTbI: AeHaTypauns, akTuBauma nerncuHa

B kmweyHuke:

TpuncuH (U3 TpuncuHoreHa). AKTUBMPYETCS aHTeponenTngason. Pacwennaet no Aprum
Jlns

XUMOTPUMNCUH (M3 XUMOTpUNcuHoreHa). AKTusmpyetcs TpuncuHom. Pacluennsaet no deH,
Tup, Tpn, Jlen
onacrtasa (13 npoanactasbl). AKTuBMpyetcs TpuncuHom. Pacwennset no Ana, [nn, Cep

KapbokcunenTtngasbl n ammHonentuaassl . OTwennsioT ¢ C- u N-KoHUa,
COOTBETCTBEHHO, MO O4HOV aMUHOKUCNOTE



HCI Stomach

Protein

pepsin 4

Peptides/

HCO;
trypsinogen
chymotrypsinogen

proelastase
procarboxypeptidases
A and B

Pancreas

_Small
intestine

aminopeptidases

Blood

Di- and tri- 2 di-andti- e
peptides peptidases

acids 2

Intestinal epithelial cell

Amino
acids

[lepeBapuBaHue
benkoB B KKT



AKTMBaALUUMA NpoTeas: npeBpalleHune
NpodepPMEHTOB (3MMOreHbl) B aKkTUBHLIE

doepMeHTLI
Proenzymes (zymogens) » Active enzymes
H+
Pepsinogen - » Pepsin

-
-----

enteropeptidase

Trypsinogen » Trypsin

Chymotrypsinogen rypsin » Chymotrypsin
Proelastase rypsin » Elastase
trypsin

Procarboxypeptidases » Carboxypeptidases



NHa N-terminus

amino- H=-C=-R
peptidases |
N a=
»|
TIIH Phe
pepsin H=-C-R (T;}I’L
I
C=0 Asp
f}lH
trypsin H-C-R {t\;,g
|
Cc=0
|
r;lH Phe
chymotrypsin _ — Tyr
H (f R Trp
C=0 l|lLeu
> |
NH
| Ala
elastase H=C-R - Gly
| Ser
Cc=0
> |
f}lH
H=C=R
|
c=0
'l "NH [carboxy-
carboxy - |
peptidases H=C =R - (hydrophobic)
_ | | carboxy-
C-terminus COO™ | peptidase B
(Arg

peptidase A

Lys)

CneunmuUYHOCT

b AeUCTBUSA
nporteas



AKTUBaLUA XMMOTPUNCUHA B KULLUEYHUKE:
nokasaHbl U3BMEeHeHUA B uenu, HO He 3a0biBaem,
4YTO B peanbHOCTU B NPOCTPaHCTBe Lenu
CBEpPHYTbI B rNoo0ynbl

XuMOTpUNcUHoOreH
J TpuncuH
T-XUMOTPUNCUH
Cep Apr Wne (aKTUBHBIA)
7-XUMOTPUNCHH
Cep-Apr
5-XMOTPUNCHUH
{aKTMBHBLIN)

TpeApr
3-XUMOTPUTICUH
Tpe-Apr

o-XUMOTPUNCKUH
(aKTuBHbIN, CTAbUIIbHbIN)

Puc. 9-3. AKTuBaLUs XUMOTpPHUNCHHOreHa. Monexkyna XumMOTpUNCUHOreHa COCTOUT U3 245 aMUHOKUCNOTHLIX OCTATKOB ¥ UMEET NATb
AvcynbGMUaHLIX MOCTUKOB. Ha cxeme nokasaHbl y4acTku epMeHTa, noasepratowmecs npoteonuay. a-XuMOTPUINICUH — aKTUBHAsA cTa-
6uneHas gopma hepMeHTa — COCTOUT U3 TPEX NONUNENTUOHLIX Lienel, KOBaNeHTHO CBA3aHHbLIX MexXay coO0i ABYMS AUCYNbGUAHLIMU
MOCTUKaMu U HEKOBaNEHTHO — 3a CHET BOJOPOAHLIX CBA3eW U rMApPoGoOGHLIX B3aUMOOEUCTBUNA.



KMCNOTHOCTbL XXenygo4YHOoro coka B
HOpMeE 1 NPWU NATONOrNsAX

Kucaornocrs (TE) Baicio Moui04-
Cocrosine pH Hencun Kacn ap Hast KHC- | KpoBb
o CBSI3aH- cBoboa- Jora
Hasg HC1 | nas HC1

Hopma 1,5-2,0 | 40-60 20-30 2040 B -+ - -
['unepauuaHbIi 1,0 80 40 + a = =
racTpuT

["'unoatyaHbIA 2:5 40 20 + + 4 -
raCTPHT

AXunus 7,0 20 - - - o -
S13Ba xesnyaka 1,5 60 40 + 2 2 - &
Pak xenynka 6,0 40-60 20 + + + +

H>




KncnoTtHOCTb XXenyao4HoOro coka

* B Xenyno4HoM coKke eCTb HECKOJIbKO 0aKTOpOB,
KOTOpble 0DYCNOBANBALOT €ro KUCITIOTHOCTb. OTO HE
TONbKO consaHasa kucnorta. Kpome Toro, cama
condaHasa KUcroTta MOXeT NPUCYTCTBOBATL B
HEeCKOJbKMX doopmMax

— OOwWwasa KUCNOTHOCTb: KUCITOTHOCTb, KOTOpas
obycnoBreHa BCeMU KUcnotamm (He Tornbko HCl),
KOTOpble eCTb B Xenyagke

— CBsi3aHHaga HCl: consiHas KncnoTta, KoTopas CBsi3aHa C
bernkamu 1 nenTnagamMmm (To eCTb OHa HE HAXOOUTCH B
pacTBope B cBoO6ogHOM dbopme)

— CBobogHasg HCl: congHast kKncnora, KoTopas HaXoAuTCs B
pacTBope B cBob6ogHOW hopme



KonnyecTtBeHHbIN aHaNuU3
Xernyao4Horo coka

3apaya: onpeaennTb KONMYECcTBO KUCMOThI B obpasLe
XEIy04HOro COKa

MpnHUKMN MeTOAA: TUTPOBAHME

Korga Kk pactBopy, coaepkallemy KUCIOoTYy (menyuqubm COK),
anobaenatoT wenoyb (NaOH), nponcxoanT HenTpanu3auums
(KMucnota + Weno4yb = Coslb + BOAa)

[1pn HeuTpanmnsaunmn pH meHaeTcs ¢ KUCNOoro Ha
HEUTpanbHbIN

B MOMEHT, Korga nponucxoauTt cMeHa pH, Mbl MOXXeM cunuTaTb,
4TO 0BaBUNIN KONIMYECTBO LWENOYUN, PaBHOE KONUYECTBY
KMCNOTbI B 06pa3sue

MoMeHT cMeHbl pH Mbl UKCUpPyeEM NO M3MEHEHUIO LiBETA
NHOVKaTopa, KOTOPbIN Mbl NpeaBapuTensHo 4obaBunnu B
obpasel,

Takum obpasom, Korga pacTBoOp MEHSET LBET, Mbl JOIMKHbI
— npekpaTtutb 4o0baBnsATh LWENoYb

— onpegennutb 06bEM yxXe 40OaBNEHHOW LWENOYM

— PaccuntaTb KONM4YecTBO KUCIOThbI B 0O6pa3sLie, UCXOAS U3 TOro, YTO
LLLeNToYb M KUCMOTa pearmpyroT B COOTHOLLIEHUN 1:1



bunonornyeckaa LUeHHOCTb
oenka

* 3aBUCUT OT coaepKaHUA 3aMEHUMbIX
aMUHOKMNCIOT (XKMBOTHbIN Bernok Hanbonee
cbanaHcupoBaH No cogepKaHno 3aMeHUMBbIX
N HEe3aMeHUMbIX. TakKe B Msice coepKaHune
b6enka B 0b6L1eM BblLLe — CPaBHUMO TOSbKO C
60060BbIMK)

« 3aBUCUT OT AOCTYNMHOCTU aMUHOKUCIIOT
(pacTuTenbHbIM BENOK TPYAHO NOABEpPraeTcs
nepeBapuBaHMIO, TaK KaK KINETKU paCcTeHUIA
3alunLLeHbl KIeTOYHOM CTEHKOWN, a OHa
COCTOMT U3 LUENNON03bl, KOTOPYHO Mbl HE
nepesaprBaem)



CopaepxaHue 6enka (rpammbl) B 100 rpammax msica v
NPOAYKTOB pPacTUTENIbHOIo MPONCXOXAOEeHUS

T-bone steak (beef, grilled)
Peanuts (raw)

Kidney beans (raw)
Pistachio nuts (raw)
Chickpeas (raw)
Cashew nuts (raw)
Tahini

Soybeans (boiled)

Tofu (firm, raw)

Kidney beans (boiled)
Lentils (boiled)
Chickpeas (boiled)
Brussels sprouts (raw)
Sweet corn (raw)
Cauliflower (green, raw)
Spinach (raw)

Kale (raw)

-

9.49
9.02
8.86
3.38
3.27
2.95
2.86
2.8

CTenk (roBsguHa, XxapeHbln)
Apaxuc (cbipomn)

KpacHas gpacorsb (cblpas)
ducTallKku (colpble)

TaxmHu

CoeBble 600bI (BapeHbIe)
Todoy (cbipon)

KpacHas dbacorsb (BapeHas)
UeueBuua (BapeHas)

HyT (BapeHbIN)
bptoccenbckas kanycTa (Cbipag)
CaxapHas KyKypy3a (cblpasi)

LiBeTHas kanycTa (3eneHas,
cblpas)

LLInnHaT (cbipon)
Kyopasasa kanycra



CoaepxaHme He3aMeHUMbIX aMUHOKMUCIOT (B rpaMmmMax Ha
100 rpamm 6ernka) B Msice M B pa3HbIX pacTUTESIbHbIX
npoAaykKrax
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T-bone steak (beef, grilled) 1.096 w377 S o 1.177 1.388 0.331 1.455
Peanuts (raw) 0.883 0.25 1.082 0.926 0.317 1.337 0.652 0.907 1.672
Kidney beans (raw) 0.948 0.267 1.179 1.547 0.339 1.218 0.627 0.995 _

Pistachio nuts (raw) 0.667 0.271 1.23 1.142 0.335 1.054 0.503 0.893 1.542
Chickpeas (raw) 0.716 0.185 0.809 1.291 0.253 1.034 0.531 0.828 1.374
Cashew nuts (raw) 0.688 0.287 1.094 0.928 0.362 0.951 0.456 0.789 1.472
Tahini 0.739 0.39 0.995 0.571 0.588 0.944 0.524 0.766 1.364
Soybeans (boiled) 0.723 0.242 0.831 1.108 0.224 0.869 0.449 0.807 1.355
Tofu (firm, raw) 0.644 0.246 0.796 1.039 0.202 0.768 0.459 0.782 1.199
Kidney beans (boiled) 0.399 0.112 0.496 0.651 0.143 0.513 0.264 0.419 0.757
Lentils (boiled) 0.323 0.081 0.448 0.63 0.077 0.445 0.254 0.39 0.654
Chickpeas (boiled) 0.329 0.085 0.372 0.593 0.116 0.475 0.244 0.38 0.631
Brussels sprouts (raw) 0.12 0.037 0.155 0.154 0.032 0.098 0.076 0.132 0.152
Sweet corn (raw) 0.129 0.023 0.185 0.137 0.067 0.15 0.089 0.129 0.348
Cauliflower (green, aw) 0.107 0.039 0.148 0.158 0.042 0.105 0.059 0.112 0.172
Spinach (raw) 0.122 0.039 0.161 0.174 0.053 0.129 0.064 0.147 0.223

Kale:(raw) 0.125 0.034 0.153 0.168 0.027 0.143 0.059 0.168 0.196



KATABOJIN3M
AMUHOKUCIIOT



Katadonmnam aMmmMHOKUCIIOT

* AMMHOKUCIOTbI HE 3anacaloTcd B
opraHmame

 JlnliHMe aMMHOKNCNOThLI pa3pyLuarTCa:

— AMUMHOrpynna oTLwWennaeTcs 1 BKIMIoYaeTcs B
COCTaB MOYEeBUHbI. [1Ng 3TOro Hy>XHbl
NPOLIECCHI:

e TPaHCaMWHUPOBAHUS
* e3aMNHNPOBaHNA rnyTamaTta
* OPHUTUHOBLIN LNKIT

— YrnepogHbIN CKENneT BKN4aeTcs B
LI TK/rnnukonns (rmnukoreHHble, KETOreHHbIE U
CMeLlaHHble aMUHOKUCTIOThI)



MeTabonnuim aMMHOKUCIIOT:
obLasa cxema

* TPGHCAMUHUPOBAHWUE
* Ae3aMUHUPOBAHUE
rnytamarara

TOKCUYeH

Ammumak (NH3)

OpHUTUHOBBLIU LUK

NH,
MOYeBUHA C\=O
NH,

) COOH | KeTokucnora
Ha N (,|1 —H (YrﬂepO.D.HbIﬁ
! CcKener =
N 6e3a30TUCTBIN
OCTATOK)
MeTabonuTbI
Auetun-KoA V1o U
LITK/rnukonusa H ,
Apyroe
KeToHoBbIE
rAroKo3a
Tena / rf1FOKO3a
Heprii KeToHoBble
Tena /
3Heprus



KATABOJIN3M A3OTA
AMUHOKUCIIOT



TPAHC- W
OESAMWHUPOBAHWE BO BCE
CTOPOHDI



TpaHCaMMHUpoOBaHUe

depMeHTbI: TpaHcaMUHa3bl (aMnHoTpaHcdepasbl)

KotbepmeHT: [P (nupnaokcansdgocdar), n3 BuTamuHa B_. Becerga
HaxXoOUTCHA B aKTUBHOM LieHTpe dpepMeHTa (MPOYHO CBS'-I3aH)

PyHKUNS:

— yOaneHue aMmMHOrpynbl U3 aMUHOKMCIIOThHI (a.K. NpeBpallaeTcs B
KETOKMCNOTY). AMUHOrpynna npucoeanHAeTcs K Mornekyne a-
KeTornytapara, KOTopbIv B pe3yrbrate npeBpallaeTcs B rinytamar

— CuHTE3 3aMeHNMbIX aMUHOKUCNOT

B KneTkax eCTb MHOIo pasHbIX aMUHOTpaHcdepas, NOTOMY YTO
aMWUHOKNCNOT, KOTOPbI€ HY>KHO TpaHCaMUHNPOBATb, YyTb MeHbLUEe 20
(ecnu cyntaTb NPOTENHOIEHHbIE, @ eCTb eLle u apyrue)

B peakuuu TpaHCaMUHUPOBAHUSA MOTYT y4acTBOBaTb BCE
aMUHOKUCNOTbI, KPOME NU3nHAa, TPEOHMHA, NPONiMHAa U
rMOPOKCUMNPONUHa

Peakuus obpatnma, To eCTb aMUHOTPaHcdepasa MOXeET
NpUcoeanHUTb aMUHOTPYNNY K KETOKUCIIOTE, U NONy4YnTCs
amuHokucnota. NostoMy ammHoTpaHcdepasbl y4acTBYHOT HE TONbKO
B pacnaje, HO U B CUHTE3e aMUHOKUCOT

AMUHOTpaHcdepasbl, MMetoLne gmarHocTu4eckoe 3Ha4yeHume:

— AJIT (AnAT): anaHnHamuHoTpaHcdepasa. MHoro B nedeHu. MNpu 6onesHax
neyeHu (renaTtuT) NOBbILLAETCA B KPOBW.

— ACT (AcAT): acnaptaTammHoTpaHcdepasa. MHOro B kKapanommouuTax.
[Tpn MHrapKTe NOoBbLILLAETCA B KPOBU



TpaHcaMuHUpoBaHMe: NepeHocC
aMUHOrpynnbl C aMUHOKUCIOTbI Ha Q-
KeTornyrapar

CO0- CO0-
| + |
C=0 HsN— (IZ—H
H> ?Hz
?Hz ?HZ
CO0- C00-
a-ketornyrapar | rryTamar

amino-

transferase
(IZOO' ?00'
H3|§'|—?—H ?=o
R R

AGMUHOKUCNOTA d-KeTokucnoTa

PepMeHT: aMmHoTpaHcepasa (=
TpaHcamMnHa3za)

KodepmeHT: 1D
(nnpunookcanbgocdar), 13
BUTamMunHa B6

[Mpumepsl:

1. ®epmeHT ANAT kaTanuanpyet
NnepeHoC aMUHOrpynnbl ¢
anaHuHa (amMmMHOKKCIOoTAa), B
pesynbTaTe obpasyeTcs
nupyBaT (KeToKkMcnoTa)

2. ®epmeHT ACAT katanuanpyer

nepeHoC aMMHOrpynnbl C
acnaprarta(ammHokucnora), B
pesynbTaTe obpasyeTcs
oKcanoaduerTarT (KeTokucnora)

B o6ounx cny4asx ammHorpynna
NepeHoCUTCH Ha a-
KeTornyTtapar n obpasyetcs
rnytamar



B6: TP (POPMbl BUTaAMUHA U
KohpepMeHT

CH.OH NWPUAOKCUH
| 2 KodepmeHT nonyyaetcs

p OH nyTem oochoprnmpoBaHus
» | BUTaMMHa B KNeTKe npu
YyacTuu crneymanbHOW
N “CH, y

KMHa3bl (DEMPEHT)

CH,NH,  nupuaokcamun

HOCH,.__\__OH
N “CH O
3 HO-IIIDI—O Z | OH
HC=0 nupuAaoKcanb OH SN CH3

|
HOCH,  _~_ OH NUPUAOKCAnbpocepar
\(\/I(
N



Je3amuHupoBaHue (npssmoe
OKUCnuUTenbHoOe Ae3aMUHMpoBaHUe
rmyramara)

* B pesynbrate TpaHcCaMUHNPOBAHUSA
HakannueBaeTcd rnyrtamar

* [1pn gesamMmHmMpoBaHUun OT rnytamMmaTa
OTLLUENMSIETCA aMUHOrpyrmna, Kotopas
npeBpalliaeTcs B ammmnak. OcrarnbHoe
CTaHOBUTCSA Q-KETOrNyTapaTom

« [nyTamaT — Hanbonee NHTEHCUBHO
ae3aMmuHmpyemas aMMHOKMUCoTa

« OepMeHT: rmyTamaTaermaporeHasa

 Kopepment: HALQL / HAOQ® (v3 BuTamunHa PP,
HUKOTUHOBAA KUCIOTA)

» Peakuyuns obpartmma



[lpamoe okucnutTenbHoe
Ae3aMMHUpOBaHUe rnytamara

[MokaszaH mexaHn3Mm peakumnm

HayanbHoe BewecTBO — rnytamar, a
KOHEYHbIN NPOAYKT — a-KeTornytapar
[MpoMeEXYTOYHbIM NPOAYKT peakumm —
NMUHOrNyTapar

OB6bIYHO Mbl FOBOPUM TOMNBLKO NPO
KOHEYHbIN NpoaykT. MuHornytapar
He NOKMAAET aKTUBHbIN LIEHTP
doepMeHTa, TO eCTb He BCTpevaeTcH B
cBOOOQHOM BUAE B KIETKE, a cpasy
npesBpaLlaeTcs B a-ketornyrapar

[MosiCHEHUE: MPOMEXKYTOYHbIE
NPOAYKTbl ECTb BO BCEX peaKkUMsiX, HO
Pa3roBOp O HUX MMEET 3Ha4YeHNe
TONbKO ANsi cneunanucToB. B gaHHOM
Crny4ae 3T0 NPOCTO NpUMep AN Bac,
4TOObI Bbl MOHMMAIK, YTO Ha caMOM
nene pepmMeHTaTUBHbIE peakLum
NpoTEeKatoT B HECKOMbKO 3Tanos. Ho B
KOHLIE KOHLIOB A1 KNETKN UMEET
3Ha4eHne TONMbKO UCXOAHbIV cybcTpaT
N KOHEYHbI NPOAYKT peakuum

Co0-
H3Itl—(!—H NAD(P)*
sz NAD(P)H
CH>
Co0~ i COO0™
rnyTamat H,N =é
H,
tH,
foo ! Loo-_
?= UMUHOT NyTapar
CH, H,0
éHz NH;
c|:00“

a-KketornyTapar



TpaHcaMuHupoBaHue N gesaMMHUpPOBaHne
oObIYHO paboTaloT nocrnenoBaTesibHO U
NMOJIHOCTbIO OOpPaATUMDI

* TpaHcamMmuHMpoOBaHMe a.K. C nocneayroLwmm
oe3aMmnHUpoOBaHMEM rnyTamaTa = HENpPSAMoe
OKUCINUTENbHOE Ae3aMUHUPOBAHME a.K. =
TpaHcAe3aMMHUPOBaHME

 AMMHMPOBAaHWE a-KeTornyrapara
(esamMmnHupoBaHmne HaobopPOT =
BOCCTAHOBUTENbLHOE aMUHNPOBAHNE) + NepeHocC
aMUHOrpynnbl HA KETOKUCIOTY
(TPaHCaMUHMPOBaHWE HAOBOPOT) C
obpa3oBaHWEM a.K. = TpaHCpeaMNUHUPOBaHNE



PYyHKUUN

* Henpamoe okncnmtenbHoe
Oe3aMnHUpoOBaHME a.K. — aTar
KaTabosrnama novTn BCeEX aMUHOKUCOT

« ObpaTHbIN Npouecc
(TpaHcpeaMuUHUpoBaHMe) — atan cuHTe3a
3aMeHUMbIX aMUHOKUCIOT



TpaHcae3aMMHMpoBaHMe aMMHOKUCOTHLI (Henpsimoe
OKUCnuTenbHoe Ae3aMMHMpoBaHue): 1 -
TpaHCcaMMHMpoOBaHue; 2 - Ae3aMUHUPOBaHUe

NH2
GMUHOKUCIIOTA  KeTOKUCNOoTa

>1<
2
a-ketornyTtapar TICl—|A£ClT T a-ketornyTtapar

NH3

Peaynbrar: oTwennnu amuHorpynny B popme ammuaka,
caoenanu aTo B Ba aTana



TpaHcpeaMnHMpOBaHMe — NPOCTOoe obpalleHune
TpaHcaAe3aMMHUPOBaHMUA: 1 — BocCTaHOBUTESNbHOE
aMWUHMpPOBaHue; 2 - TpaHCaMUHUpPOBaHUe

AMUHOKUCIIOTA KeTOKuCnoTa

<
1
a-keTornytapar  rn T&Aéar W a-ketornytapar

NH3

Pe3yanaT: BKITIOMEHNE aMMUWaKa B COCTaB aMNHOIPYIibl,
nornyvyeHmne aMmHOKUCIIOTHI



NMPAMOE
OESAMWHUWPOBAHUE
AMUHOKUCIIOT



HekoTopble aMUHOKUCOTbI MOTYT
Ae3aMUHNPOBAaTbLCA HaNpsAMYyHo, T.e. 6e3
TpaHCaMUHUPOBAHUA

1. CepwuH, TpeoHuH. INpsamoe
HEOKMCNUTenNbHoe Ae3aMUHNPOBAHME.
depmMeHTbI: cepuHaerngpaTtasa u
TpeoHuHaernaparasa (nmassbl).
KodepmeHT: [P (13 B6)

2. 'nctngmnH. BHyTpumonekynapHoe
OesamMmuHupoBaHme. PepMeHT: rmcTuagasa
(nnasa).



I'Ipsl MoOe HeOoOKucnumTes$ibHoe Ae3aMmnHUpoBaHue

CepuHa ¥ TPeOHMHaA

CH,—C—COOH ——> CHf:?—COOH<——>H§}—ﬁ—COOH
NH,
CepMH ~ eHaMuH

| 2
NH, H,0

[MepBbIM CODObITMEM ABNSETCS Aerngpartaums
(yoaneHue Boabl) cepuHa

MosiBMBLLUAsACSA ABOWHAasA CBA3b

neperpynnupoBbIBaeTCs kK amuHorpynne, obpasyercs

NMMWNH

[1o 9TOM OBOMHOW CBA3M NPUCOEANHAETCA BOAa, YTO
NPMBOAUT K OTLLENNEHUIO a30Ta B hopMe aMMmaka

Takum obpasom, nony4yaem AesaMMHUPOBaHNE, HO
MCXOAHO NO CBOEMY MEXaHN3MYy 3Ta peakuus —
aerngpatauus

AHanornyHasi cutyauust npu Ae3aMmMHUpoOBaHNN
TPEeOoHMHa

Tak kak B JaHHOM cIny4Yae Ae3amMuHMpoBaHue He
CBSI3aHO C OKMCMNEHWEM, TO OHO Ha3blBaETCS
HEOKUCIUTENbHBIM. A NPAMbIM OHO Ha3bIBAETCS
MOTOMY, YTO OTLUENNeHNEe aMUHorpynnbl B dopme
aMMKMaKa NPoOUCXOANUT HEMOCPEOCTBEHHO OT CEPUHA,
6e3 NpoMeXXyTO4YHOro NepeHoca Ha a-KeTtornyrtapar.

NH

H,O

N H3 + H3C—ﬁ—COOH
)
nupyear

B kBagpaTHbIX cCkobKax 00bI4HO
AULLYT NPOMEXYTOYHbIE CTaann
peakuunu, MMeroLmMe OTHOLEHNE K
MexaHu3My peakunu (CMm.
NOACHEHME K NPSIMOMY
OKUCNNTENBHOMY
Ae3aMMHMPOBaHUIO rryTamaTa)



[IpsaMoOe BHYTpUMONEKYnsaApHoe
Ae3aMMHUpPoOBaHMeE TMCTUOUNHA

N N
© »—CH—CH—COOH © »—CH=CH—COOH
N / ,‘I’—_-.‘“\‘ - NH3 N /

H ‘H  NH: H

-
T -

YPOKAHUHOBAS
MMCTUAUH Kucnora

« DepMEHT HaANPAMYIO 1 Cpa3y OTLLENNAET
aMmuHorpynny B dopme ammmaka ot
rMcTUaMHa



CepuHaervaparasa,
TpeoHUHAerngpartasa v ructupasa —
npumepsl nnas

* Jlnasbl (= cMHTAa3bI, Krnacc 4 B
Knaccudukaunm gpepmMeHTOB) —
doepMeHTbI, KOTOpbLIE yaandaT YacTb
MOneKynbl (HO He Tonbko H), B peaynbrate
Yyero NoSABNATCH OBOVHbIE CBA3N

* OHM Xe KaTanmanpyroT n oopaTHYIo
peakuyuno — NpucoeanHeHna no ABONHOW
CBSA3U



OCHOBHOUW CNOCOB
OBE3BPEXMUBAHUA AMMMAKA:
OPHUTUHOBbLIU LUK (LUKN
MOYEBUHOOBPA3OBAHUA,
LIMKIT MOYMEBWHDbI)



Linkn MmoyeBUHbLI

(OPHUTUHOBbLIN)

« Cxema: aMMmak u acnaprtaTt NPUHOCAT B
LMK 2 aMuHorpynnel. B pesynsrate cepun
peakuu 3TN ABe aMUHOTPYNMbl BXOOAT B
COCTaB MOYEBUHbI M MOKUAAIOT LUKN

« OyHKUNSA: 00e3BpeEXMBaAHME aMMMaKka

* BHyTpVIKJ'IeTO‘-IHaFI NOoKalin3ayun4:
MUTOXOHOPUN N LNTO30J1b

* TkKaHeBasd Nokanmsauus: TONMbKo B Ne4YeHun



OcobeHHOCTH

* Bce yyacTHuMKM, Kpome
Kapbamoundpocdarta — aMUHOKUCIOTh

* TpebyeT 3aTtpaTbl aHeprumn (3 ATD)

» PepmeHT KapbamoundocdaTtcuHTeTasa l —
MUTOXOHApPWanbHbIN. Icnonb3yeT B
Ka4yecTBe MCTOYHMKA a30Ta aMMUuak

» CBasaH ¢ LUTK yepe3 qoymapart —
oKcanoatuertart — acnapraTt



MUTOXOHAPUS

NH,*

OPHUTUHOBLIN LUK

CO,
x
CO, + NHy4 /NHg
Urea C=0
CARBAMOYL
2Mg-ATP PHOSPHATE ’?’H3+
SYNTHASE I C=NH
N-Acetyl-
glutamate @ CIHgNHa+ (‘3H27 NH
CH, (‘:H2
2Mg-ADP + P e,
H-C- NH,*
CO0~
L-Ornithine L-Arginine
o o . HC-C00"
I I & i
- C-0-P-0 ORNITHINE @ OOFcfjm?:ate
Satariag o) TRANSCARBAMOYLASE
i
b
umTo3son 'ﬁ‘ H C[ 00"
| 9— NH C,:H
CH-NH CH—NH CH,
CH, CH, COO~
C|)H2 ©) C|ZH2 Argininosuccinate
| |
+ +
H—?— NH3 ARGININOSUCCINIC ACID H_?_NH3
COO~ SYNTHASE COO~

Mg-ATP

L-Aspartate

AMP + Mg-PP,

MeTabonurhbl:

« Kapbamounndocoar
* UnTtpynnuH

*  AprMmHuUHoOCyKUMHaT
* APryHUH

* OpHUTWH
 Acnaprar

« O®ymapar
 AMMMak
PepMeHTbI:

KapbamoundgocdartcmHTeTas
al

OpHUTMHTpaHckapbamounnas
a

ApPrMHMHOCYKUMHATCUHTa3a
ApruHMHOCYKUMHaTInasa
aprmHasa



Ceasb mexay UTK n
OPHUTUHOBbLIM LUKITOM

{— acnaptat {3 okcanoaueTart

OpHUTUHOBLIIA LTK
LMK

—> @ymapar )



AOPYIUE CIMOCOBbBbDI
OBE3BPEXNBAHUA
AMMMUAKA



CuvHTE3 rmyTamMmumHa n acnaparvmHa
U3 acnaprtarta v rnmyrtamarta

« Cxema: aMMunak npucoeauHsaeTcs B rnyTaMaTy unm
acnaprary

* PepMeHTbI: IMyTaMUHCUHTETa3a 1 acnaparmHcuHTeTasa
« HeobpaTtnmblie peakuuu, TpebytoT 3atpaTtbl ATO

 OcHoBHOWN cnocob 3aLWmnTbl OT aMMKUaKa B TKaHSX (B T.Y. B
rOJTOBHOM MO3re)

° AcnaparMH nrnyramMmmH Bbl6paCbIBaI-OTCFI N3 KIETOK B
KPOBb, NMocJie 4ero nayT B rneveHb

* B neyeHn npoucxogmT npespaLleHne rmyTaMmmHa 1
acrnaparmHa obparHo B rinyramar n acnaprtaTt C
obpa3oBaHMeM aMMUaKka

* AMMMaAK BKIHOMaETCA B OPHUTUHOBbIN LMK

« Takmm obpa3om, acnaparvt 1 rnyTaMmuH SBMSIOTCS
TpaHCMNOPTHbIMM ddOpMaMM aMMmnaka B KpOBU



CWHTEe3 rmyTaMmuHa

i
Bl _CH,__ . CH__O"
O O
rnyTamar
Mg-ATP NHZ*
GLUTAMINE
SYNTHASE
Mg-ADP H.O
+ P, .
=
H,N.___CH CH.___O~

O O

ryTamMuH

e AMMMaK

npucoeanHAETCs K
KapbOoKCUIbHOM rpynne
rmytamara,
HaxoasLweucs B
pagukane

Peakuusa Tpebyert
zaTtpartbl ATO

Peakumns cny>Xut He
TONBLKO AN4 3aLlnTbl OT
aMMuaka, Ho 1 ans
CUHTEe3a rmytammHa u
acnaparuHa



[lpeBpalwieHne rnytammHa B
rmyramar

NH3 * Peakuus

H?_N\C/CHZ\CH/CH\C/O_ KaTaJIn3npyeTcH
| . I MyTaMnHa30U

® O .

E— El)l\sl:ggge 3HayeHune
120 — B MeYeHn —
Nony4YmMBLLUNNCS

dMMWaKk MAeT B
OPHUTUHOBbIN LK

GLUTAMINASE

:
= i — B MOYKax aMmMmuak
[ ° NUCnosib3yeTcs ang
"0, CHy ,, CH 0" KOHTpons pH (casur B
T 2 T LLIeNOYHY CTOPOHY B
o) o) cly4yae aungosa)

rayTamart



KATABOJIU3M YIMEPOOHbIX
CKEJIETOB AMUHOKUCIIOT



Cyaob06a KeToOKUCHOoT

 [locne TpaHcaMMHMPOBAHUSA OT a.K. OCTaeTC4
KeTokucnota. PasHbiMy NyTAMM OHa NpeBpaLlaeTcy B
MeTabonNuTLI, KOTOPLIE BaM Yy>Xe U3BECTHbI (MOET B
LU TK unn rmmkonma)

* Tpu rpynnel:

— KETOreHHble (FTeMUUH): KETOKMCIOTa NpeBpaLlaeTcs B
aueTun-KoA. OH MOXET NOMHOCTbLIO okncnuTbed B LITK nnu
NOUTU HA CUHTES KETOHOBbLIX TES

— CwMellaHHble = [MUKOKEeTOreHHble (Bce apomMaTuveckue, T.e.
cdeHnnanaHmH, TMPO3UH, TPUNTOMAH + JIN3UH +
N30NEeULMH): YacTb KETOKMCNOTbI NPEeBpPALLLAETCH B
auetun-KoA, agpyrasi yactb — B metabonut LUTK (13 aTon
4acTuU MOXXHO CUHTE3UPOBATb THOKO3Y)

— [nKoreHHble (BCe ocTanbHbIe, B T.4. arlaHUH, acnaprar,
rnyTamar): KETOKMUCIIOTa rnpeBpaLlaeTca B METabONUTLI
LI TK/rnmukonunaa, n3 Hee MOXXHO CUHTE3NPOBATb MHOKO3Y



CnoxHas cxema: noKkasbiBaeT Bce metabonutbl LUTK /
rMUKOJIN3a, B KOTOpPbIe MOryT NpeBpaLwaTbCcA

dMMNMHOKUCIIOTbI
Il:eu.cine Arginine
y=Ie Glutamine
Phenylalanine Ketone Glutamate € Histidine
Tryptophan bodies Proline
Tyrosine A
l Isocitrate a-Ketoglutarate
Acetoacetyl-CoA J f Citric \ :\zoﬁ:fdn.e
Cit " ey ethionine
l itrate aCI;i Succinyl-CoA ('_Threonine
e J, Valine
Acetyl-CoA Succinate
A A Y4
Oxaloacetate Fumarate | Phenylalanme
| TP Tyrosine
*=I=l Malate
co,
; P
yr*ate \—) Glucose
Alanine
Cysteine
Isoleucine Glycine [1 Glucogenic
Leucine Serine )
Threonine Threonine Asparagine [] Ketogenic

Tryptophan  Tryptophan  Aspartate



Mo>HO 3anOMHUTbL pacnan
CaMbIX MPOCTbIX aMUHOKUCIIOT

[lpocTble nyTn pacnaga:
e AnaHuH

« AcnaparuH / acnaprar
* [nyTamuH / rnytamar



AMMHOKUCNOTDbI, NYTb pacnapa
yrnepoaHbIX CKeneToB KOTOPbIX
AOCTAaTO4YHO NPOCT ANA 3anOMUHAHMUA:
anaHuvH

* AnaHMHaMnHOTpaHcdbepasa B OgHY
peaKkumio NnpeBpaLlaeT anaHnH B nupysaT
(MeTabonut rmmkonmaa)



AMMHOKUCNOTbI, NYyTb pacnaza yrnepoaHbIX CKENeToB
KOTOPbIX 4OCTAaTOYHO NPOCT ANA 3aNOMUHAHUA:
acnaparuvH / acnaprart v rnyTamMuH / rnytamar

=z

| NH,
CH,

H,0

\_/

NH,*

|
|
COO™

acnaparvH

Z
| NH,
CH,

|

ASPARAGINASE

H,O NH,*

>

il —C —
|
COO

acnapTar

@)

o
CH,

=
~
C\

CH,
|

H - C - NH3+
|
COO

rNyTAMUH

GLUTAMINASE

>

|
C
|
H_C_NH3+
|
COO™

rnyTamar

H,

€

nupysaT Ana

-

TRANSAMINASE

\/

COO™

oKcasnoauetTart

=
C/
|\O_
ik

TRANSAMINASE

> CH,

|
C=0

|
COO™

a-ketornytapar



CUHTE3 AMUHOKUCTIOT



3aMeHUMble CUHTEe3! PYHOTCA U3

3aMeHunMbIe:
AnaHuH (13 nupysara)
CepuH (13 3-OI'K)

[ MMuUKH (13 cepuHa)

[ nyTamar (13 a-
KeTornyrapara)

[nyTamMuH (U3 rmytamara)
[TponuH (13 rmyTtamara)
ApPruvHuH (U3 rnytamara)
Acnaprar (13
oKcarnoadeTara)

AcnaparvH (13 acnaprara)
[uctnanH (M3 pnoossl n ATO)

YCNnoBHO 3aMeHUMbIeE:
LinctenH (u3 cepuHa, HyeH

metabonutoB LUTK unu rmmnkonusa

He3aMeHuMBI
e:

BanuvH
JNenunH
N3onenyuH

deHnnanaHuH
TpuntodaH

TpEeoHWH
MeTMoHWUH

JTN3NH



MOoXHO 3anoOMHUTb CUHTE3 caMbIX
NPOCTbIX aMUHOKUCIOT

[IpocTble B CMHTE3€e aMUHOKUCNOThI:
* AnaHuH

 AcnaparvH / acnaprar

* [nyTamuH / rmytamar

CUHTE3 3TUX aMUHOKUCNOT npeacTtaBnsieT
coboun npocToe obpalleHne nx pacnaga.



AMMHOKUCNOTLI, NYyTb CUHTE3a KOTOPbIX AOCTAaTOYHO
NPOCT ANS 3aNOMMHaHUSA: acnaparvH / acnapraTt u
rmyTamMuH / rmytamar

40 H,O NH,* 40 a-KI rﬂy 40
hy \_./ e \_/ e
cle2 o (|3H2 > . C|)H2
H —C|> —NH, ASPARAGINASE H —C|3 —NH," TRANSAMINASE (|3 =0
COO™ COO0O COO™
ac l'IClpGrMH ac I'ICIPTC(T oKcasnoaueTtar
(®) @)
=z =z Z
H.O NH,* C nupyeat Ana C
|\NH2 2 4 l\o_ py |\O_
I I
CH, >  CH, = > CH,
| .\ GLUTAMINASE I . TRANSAMINASE I
H—C —NHg H—C —NH; cC=0
| I I
COO CcCOO™ COO™

rnyTamuH rAyTamart d-Kketornyrtapart



AMUHOKUNCIOThI, NMYTb CUHTE3a KOTOPbIX
AOCTAaTO4YHO NPOCT AJiA 3aNMOMUUHaAHUNA:
dJiIaHUH

* AnaHMHaMunHoTpaHcdbepasa B OgHY
peakuuio npeBpallaeT nmpysaTt
(MeTabonuT rmmkonuaa) B anaHuH

» [loHOpOM aMUHOrpynnbl MNP 3TOM
ABMAETCA rnytamar



METABOJIU3M OTAEJIbHbIX
AMUHOKUCIIOT



CEPWH U TMWUWH



CepuH npeBpaLyaeTcs B rMMUMH B
OOHY peakuuio

 OepMeHT: cepuH-oKCuMeTunTpaHcdepasa

* KodpepmeHT: TI OK (TeTparngpodonueBas
KUCroTa), n3 @onmeBon KUCNOTbl, BUTAMUH 89

« Obpartumas peakuus

« OanH atom C BMecTe ¢ HeCKOSbknmu H
nepeHocuTca c cepuHa Ha TITOK. B
pesynerate TI OK Harpyxaetcs
ogHoyrnepoaHbiM doparMeHToOM, KOTOPbIW
MOXET OoTaAaTh NPU CUHTE3e OPYrmx BeLLEeCTB
(peakuum MeTUnNMpoBaHUA N CMHTE3a NypPUHOB)




Ilpu npeBpalieHnn cepuHa B MULUUH oOaHroyrnepoaHbIv
¢parmeHT nepexoaut Ha TI'®PK (u3 BuT. B, ponuesas
KUCIoTa)

10T atoM C nepeHocutca Ha TT @K

l

HO—CH; —CH—COOH . R H,C—COOH

)

| ” |
cepuH

TréK metuneH-TI @K

R

-~

HO H2C N

R
HO HN” |
H N
e N N7 |
/J\\ | /JQb
N \N N H>N N N
2
H

H

* Peakuus obpatnmag

» [lokasaHa 4acTb CTpyKTYypbl TT PK, Ha KOTOPYIO NepeHocnTcs
ogHoyrnepoaHbin doparmMeHT. B npocTon 3annucu CTpyKTypy
TIOK pucoBaTtb He HYXXHO (Kak Mbl OBbI4YHO HE NMULLEM
cTpyktypy HAL n ®A/L] B peakuusax, rae oHu y4acTBYIOT)



Korpa oaHoyrnepoaHbin oparmeHT Haxoautcs Ha TT PK, oH moxeT
noaBepraTbcs pa3HbiMm moaudukaumam. B pesynbrate nosnyvyarTcA
pa3fnuyHble ogHoyrnepoaHble dpparmeHTbl (popmun-, GopMMMnUHO-,
MeTun-, MeTeHun-)

H csobogHaa TI &K

HC
OH |

L
H,N~ N

HC NH

JIN\ CH, N
)\ f SOpMUMUHO-

H TreK

=0
N._CH;—
MJ <I>op/vwm TreK LN

%

OH

N#Z H CH2

X J metun-TréeK
H

N/ﬁ\/N\/CHz 10 i u ‘
| | 5)

COO
l

)\/]\/N CHy,—
)\ Popmun-TT @K

OH [ CH;—
CH,—N —
)\)I T MeTUeH-
H TreK
OH CH—]
CH,—
X/t T MeTeHUn-
H TreK

B panbHenwem TT OK,
3arpy>xeHHagd
ogHoyrnepoaHbIM
doparMeHToOM, MOXET
OoTAaBaTb 3TOT
oOHOYrnepoaHbI
doparmeHT B Opyrmnx
peakunax

* [lpumepbl
NCMONb30BaHUS
Oo4HOYrNepoaHbIX
doparMeHToB:

— Peakuumn
METUITNPOBaAHUA
(pereHepauus
METUOHMHA)

— CuHTE3 NypUHOB

— CuHTEe3 ATTOD
(0€30KCUTUMNONHTPUPO



®EHUITANNAHUH N TUPO3UH



[TpeBpawieHne ®eH u Tup

depMeHT: peHunnanaHnHrngpokcmnasa
KodepmeHT: H4BI1 (TeTparngpobrnontepuH)
DyHKUNA: OCHOBHOW NyTb KaTabornmama peHunanaHnHa

HapyweHusa: doeHunketoHypua (PKY =
doeHnnnupoBmMHorpagHas onurodppeHns). HakannnBaeTcs
deH, KoTopbIN B DONbLUNX KOHLIEHTPALUUAX TOKCUYEH ANS
KNeToK

[TposiBrneHune: 6e3 KoHTpons — cnaboymue. B moye
NosIBNAOTCS NOOOYHbIE NPOAYKThI KaTabonnama PeH —
doeHunnupysart n doeHunnakrar

KoHTponb: orpaHnyeHune OeH B nNuLLEe C AETCTBA,

OCODEHHO CTPOro Ao coBepLueHHoeTus. Jlyyiwe B

TeYeHune BCeU KU3HU

2 popMbil:

— Kknaccuyeckaa OKY (mytaumm doepmeHTa), nogaaeTcs
KOHTPOI0

— BapwuanTtHasa ®KY (HegoctaToyHocTb HABI B pesynsraTe
HapyLleHnsa ero metabonuama), He noggaeTcs NPOCTOMY



[MpeBpallueHne heHunanaHMHa B TUPO3UH U
NPUYUHbI HAPYLLUEHUSA ITOro npouecca

NADP* NADPH + H* « H,-bll=
I TeTparmnpo6|/|onTep|/|H
>< »  H,-BM = aurnapobrontepuH
 bunonTtepuH — KopepmMeHT
H,-BTT ~ H_-BTI OKMUCINUTESNbHO-
47 2 BOCCTaHOBUTENbHbIX
I peakunun, KoTopbi YacTo
O %%’ H20 MCMOMb3yeTcs B
MeTabonmame aMMHOKUCIIOT.
CH,—CH—-COO™ CH,—CH—COO~ B Takux peakumnsax OH MOXeT
©/ r\|JH3+ ©/ r\|1H3+ nepexoanTb N3 OKNCNEHHOM
HO (H,-bl1) B BOCCTAHOBNEHHY!1O
(H -bI'1) dopmy n obpaTtHO
PeHnNAaNaHuH TUPO3UH . D,J'IFI BOCCTaHOBMNEHNA CaMOro

Bl ncnonsayerca HAOOH

* Peakuus I: kaTanusnpyetca peHunanaHMHringpokcunason (gpyroe HassaHue -
doeHnnanaHMHMOHooOKcuUreHasa). MyTtaumn: knaccuyeckas eHUKyToOHypus
(DKY)

* KodpepmeHT: H,-bI1

« Peakuus Il: BoccTtaHoBneHue bll. ®epmeHT: gurngpobmnontTepnHpeaykTasa.

HapyLieHuns aToro npoLecca unu cuHTesa ouontepmuHa NPUBOASAT K BapuaHTHOM
OKY



[lpeBpaLieHUs TUpPpO3NHa B
pa3HbIX TKaAHAX

B ne4yeHun: katabonnam (cmellaHHas
aMunHokmcnoTta). HapyweHune katabonuama —
ankanTtoHypua (YepHas moya). Nponcxogut
n3-3a Mytauum B epmMeHTe
rOoMOreHTu3aTamoKcureHasa

B menaHouuTtax: MmenaHuH. HapylieHune —
anbONHN3M

B HepBHOU TKaHU N Hagno4Ye4YHMKax: A4opammH
— HopaapeHanuH — agpeHanuH

B lunutoBmnagHoOU Xxenese: Tpu- n
TeTpanoaTUPOHUH



IlpeBpaweHna peHnnanaHMHa U TUPO3uUHa B pa3HbIX

TTV//AaLuuav

deHunanaHuH
H,bIM O2 ®eHunananuH-
H,bIM H,O rvapokcunasa
Tupo3nH- Tupo3auH
amuHoTpaHcgepasa —
(N®) T Voatuponmmet
oKl H,BMM O  Tupoaus-
Mapa-rugpokeu- Ny H2bIM H,O rApokcunasa
¢deHunnupysar (Fe?") UluroBuaHasn
n-Tuapokcu- OO®A xenesa
0, derunnupysar- TupoauHasa BO®A-
CO; AvoKcureHasa (cu') \\g.exapﬁoxcunasa
(sur. C) il co, (No)
romoreHTUau- BodamuH
HOBas KucnoTta OO®A
[uokcureHasa T H4BIM X 0,
o Dodamun-
0, FOMOTeHTU3UHOBOW HoBIM H0
aApokcunasa
KUCROTE! ” (But. C)
(eur.C,Fe™)  nodAxpom HopanpeHanuH
dymapun-
aueroauerar SAM MeTtuntpaHcdepasa
/ \ SAl
5,6-urngpokcumuHaon
AgpeHanuH

dymapar Aueroauerar

MenaHuHb!
— HO (cmewanHoro Tuna)
N

niokosa CO2

HepBHas
MenaHouuTbt TKaHb



CEPOCOLOEPXALUUE
AMWHOKUCNOTbI: METUOHWUA,
LMCTEWUH



PYHKUUUN LUCTENHA

* MoXeT cCMHTEe3npoBaTbCA U3 cepuHa
» [lncynbdoungHble MOCTUKN B Berkax

* lcnonb3yeTcs npu CUHTE3e TaypuHa (CM.
NapHbIE XKeNYHble KUCOoThbI)

 BxoguTt B cocTaB J1yTaTnNoHa



MeTOHUH

YyacTByeT B peakumsax METUINMPOBAHUSA (OOHOP
METUINbHOW rpynmnbl)

CHauvana aktmBupyetcs ¢ obpasoBaHnem SAM (S-
ageHO3UNMMETUOHUH, T.€. NpUCoeanHAET aaeHO3NH
n3 AT®) — oH aBnsaeTca HenocpeaCcTBEHHbIM
OOHOPOM METUIMbHOWU rpynnbl

SAM y4HacCTBYyeT B CMHTE3E CrieAyr X BELWECTB:
— KpeaTtuH

— KapHuTtuH

— PochartngmnxonuH

— AgpeHanuH

[locne notepu MeTUnbHOW rpynnbl SAM
npeBpallaetcs B SAl (S-aaeHO3UNMTOMOLIMCTENH) U
naree obpaTHO B METUOHWH (pereHepauus
METUOHWMHA) Boree CrnoXHbIM NyTEM, B HECKOSbLKO
cTagun



PereHepauusa MeTUOHUHA

[Tocne notepu MeTUnbLHOW rpynnbl SAM
npeBpatllaetca B SAl' (S-aaeHO3UNTOMOLICTENH)

SAl" npeBpallaeTcs B roMOLNCTENH
(oTOoenseTcs ageHoO3uH)

K romouncrtenHy npucoeanHseTca MeTunbHas
rpynna, 4OHOPOM KoTopoun cnyxut TT OK,
HecyLlaa ogHoyrnepodHbIn doparMeHT (CM.
npeBpaLleHne cepuHa B IMULKH), N 0bpa3yeTcH
METUOHUH. Peakuna nponcxoanT Npu y4actum
BUTaMmnHa B12 (kobanamuH)

Takon UMK no3BondeT NOCTOAHHO MMETb
HebornbLLOe KOIM4YecTBO METUOHMHA AN
peakumn METUNNPOBaHUS



AKTUBauna MeTuoHnMHa v ero

(o]0
+
H3;N—C—H
COo0~
CH, o]
| HsN—C—H
CH, I
CH é (I? (I? C|Hz
3737 4 _ PP; + P;
—P—0—P—0— ' !
Methionine 9 | 0 | 9 C|H2
n + o~ o0~ +g
“CH, ATP methionine
| )<H adenosyl CH;
N CH, transferase S-Adenosyl-
H I\Il— @ methionine
H
Tetrahydrofolate @
methionine
coenzyme B, pesf oo R
H avariety
NQ of methyl
| L co0~ co0~ ® transferases
Sk“ + I + I
lil CH, H;N—CI—H H3N—(lI—H R—CH;
CH; N— CH, - ~ CH,
H CIH hydrolase CIH
N3-Methyltetrahydrofolate [ = ® [
SH Adenosine H,O0 S—Adenosine

Homocysteine S-Adenosyl-

homocysteine

AKTMBaALNSA METUOHMHA U CUHTE3 SAM (S-a4EeHO3UNTMETUOHWH)

Ncnonb3oBaHue SAM Kak HenocpeacTBEHHOrO AOHOPa METUNBHOM rPpynibl B peakumsix
METUNMPOBaHUS

Havano pereHepauum MeETUOHNHA — NpeBpaLLleHune SAl (S-aaeHO03MNroMOLIMCTENH) B
rOMOLIMCTEMNH

MeTunmpoBaHue romouncTemHa: JOHOPOM MeTUNbHOM rpynnbl ciyxuTt TIOK, a
NPOMEXYTOYHbIM NEPEHOCHNKOM — BUTaMUH B12



NMpumepbl peakumMm MeTUNIUPOBaHUA (=
TPpaHCMeTUNMpoBaHUA)

;

CuHTEe3 cbochaTnannxonuHa:

0 HaC_ O
HN-(CHz),-O- P O-CH; 3 SAM 3 SAT ':;% N*{(CHz).-0- " 0-CH,
OH CH 0O-CO-R
OH CH O-CO-R 5 Z CH -
CH,-0-CO-R' MeTunTpaHcdepasa 2
dochaTuaMnaTaHoONaM1H dochaTuannxonuH

CuHTEe3 KpeaTuHa (2-s peakuusi):

e SAM SAr NH,
f=NA N G=NH

NH MNyannguHauerar- N-CH; <
(I;H2 MeTunTpaHcgepasa (|3H2

: |

COOH Lo

MNyanmauHauerar Kpeatux



NMpumepbl peakumm MeTUNUPOBaHUA (=
TPpaHCMeTUNnpoBaHUs)

* CUHTE3 KapHUTUHa:

l

3SAM 3 SAr
~

K /‘ HisC
H2N —=(CH2); —COOH — ’ HaC 7 N*—(CHz); —COOH —
MetuntpaHcdepasa H,c

Y-AMUHOMacnsHas y-ByTupoberaunH
Kucnora
0.
H3C\
HsC = N*—CHz— (}Hz- CH,; = COOH
H
8t OH
KapHutuH
« C :
MHTE3 agpeHanunHa:
CH; <=w-—
+
H;N—CH, + _
S-Adenosylhomocysteine Haht H
B2 HO—C
S-Adenosylmethionine
Phenylethanolamine
HO
N-methyltransferase HO
H H

HopaApeHanuH aapeHanuH



OUKAPBOHOBbDIE
AMUWHOKUCINOTbI (ACNAPTAT,
MYTAMAT)



 CNHTE3: 3aMeHunMble, U3 oKcanoaueTaTta
(acnapTtar) 1 a-Kketornyrapara (rnyrtamar)

* OyHKUUNN:
— B cocTaBe 6ernkoB

— Ponb B peakuyusax
TpaHCaMMHNUPOBaHUA/Oe3aMUHUPOBAHNS

— Obe3BpexmBaHMe ammuaka (CM. CUHTES
rmyTamMmHa 1 acnaparvHa)

— U3 MyTamMaTta TakKiKe CUMHTE3UPYHOTCA NMPOJIUH U
dPrmHnH
* Pacnag: rmmkoreHHble aMWUHOKUCIOTHI,
npeBpaLlarTcda B okcanoaueTtaT 1 (acnaprar)
N a-KeTornyrtapara (rnyramar)



CNMEUNPUYHECKUE
NMPOAYKTbIl: KPEATUH



KpeaTuH

« CunHTE3 B 2 cTaauu:

1. B noykax: n3 rmmumnHa n apruHnHa obpasyertcs
ryaHmanHauerar
2. B nedenu: ryaHnguHaueTtat metunumpyetcs (SAM) n
obpasyeTcs KpeaTuH
*  QyHKUMSA: B Nokoe obpatnmo doocdopunmpyeTcs
KpeaTuHknHason (KPK = kpeaTnHdocdoknHasa) ¢
obpa3oBaHMeM KpeaTuHdpocdaTta. [locne aToro Bo Bpems
MblLLEYHOM paboTbl MOXET ObITb JOHOPOM (pocaTta ans
pereHepauun AT®

« HebonbLioe Konn4vecTBo KpeaTtuHdocdaTa
HedpepMeHTaTMBHO NpeBpaLLaeTcHd B KpeaTUHUH

° eraTI/IHI/IH HE NCMNOJ1b3yeTCA N BbIBOOAUTCA N3 OpraHU3Ma
NMNoOYKaMu

« CKOpOCTb ero BbIBEAEHMS NOKa3bIBAET 9P PEKTUBHOCTL
KInybo4koBon hunsTpauum

« KO®K ncnonbayerca Kkak Mmapkep nosBpexageHns Mmmokapaa
(noBbILLaAeTcAa Npu MHdapkKTe)



VUMNHTE3 KpedTUHa NPponcCxoamT B AiBa

ITdlla
1. (B No4YKax) CMHTEe3 ryaHnguHaueTaTta n3 aprmHuHa u

rJ vHZ ';JHZ ';"'lz hlle

e RS : CH-NH, +| NH

(CHz)s MMMLMHAMUANHO- (|300H CIZHz

|

Cl:H—NHg TpaHcgpepasa COOH

COOH

ApPruHUH FnvumH OpHUTUH M'yannguHauerar

2. (B nme4vyeHn) meTunnpoBaHue ryaHngmHaueTaTa

NH, SAM SAT NH

(|3=NH \ /‘ CII=NH

NH MyaHuguHaueTar- N—CH; <+—
(I3Hz MeTunTpaHcgepasa (|3H2

| |

COOH | COOH

N'yaHuguHauertar Kpeatun



Mcnonb3oBaHMe KpeaTUHa

* B nokoswenca moiwwie Yactb AT® TpaTtnutcs Ha cuHTe3 KpeatuHdocdaTa
(cneBa HanpaBo):

H CREATINE
®r\JN KINASE H.N
N =N
C=NH C=NH

v ? i /

| ADP  ATP |

CH, CH,

1 (AGY = -12.6 kJ/imol) |

COO™ COO™

KpeaTuHpocgpar KpeaTuH

[MonyuunsLumnnca npm atom AP cHoBa pocdopunupyetcs o AT
Peakuns obpatnma, kKatannampyeTtcs KpeaTUHKMHAa30M

Korga mblwua HavynmHaet paboty, obpasyetca AD. KpeatuHdocdar
(Makpoaprmyeckoe coeguHeHne) UcnonbayeTcs ansa oObIcTporo
dochopunmpoBanusa atoro ALAP (cybecTpaTHoe hocdhopunupoBaHme)
Takum obpasom, kpeaTuHdocdaTt — ansTepHaTUBHbLIN ObICTPLIA UICTOYHUK
9Heprum anga padboTatowemn MbiLlLbI



OObOpa3oBaHue KpeaTHUHA

O l (I)_ l
0-p~N_ NH "O—-P-0OH P,
N7 | H NH
| 7 P i i
| Spontaneous N _Ne<
CH, cyclization /N GHE Y CH;
| (non-enzymatic)
C\
7 N
HO O KpeaTUuHUH
KpeaTuHgocgpar

[MponcxoanTt HedbepMeHTaTUBHO, CaMOMNPOUN3BOSTbLHO
[MpnmepHO 1 — 2% KpeaTuHa npeBpaLlaeTcs B KpeaTUHUH

KpeaTUHUH HE MOXET UCMNONb30BaTbCS OPraHM3MoM U
BbIBOAUTCS MNOYKaMU (MUHOPHbBIW KOHEYHbIN NPOAYKT
a30TUCTOro obmeHa)



BUOIMEHHbIE AMUHDbI:
OEKAPBOKCUITMPOBAHUE W
MMaPOKCUITMPOBAHUE A K.



buoreHHblIe aMUHbI:

» CMHTES3: Nony4arTcd B pesyrnberare
nekapbokcunmpoBaHus a.K. Bo Bpems
CUHTE3a TaKKe MOXET NPONUCXOANTb
rMAOPOKCUNMMpoBaHnUe U METUIMPOBAHMNE

» GepMmeHT: gekapbokcmnasa
* KodbepmeHT: 1D (13 B6)

« OYHKUMN: HEMpoMeanaTopbl, TOPMOHBI,
NpoYne curHarnbHble MONEKYIbl



[NekapbokcunmnpoBaHue
aAMWHOKMCIIOT A aeT OUMOreHHbIe

dMWHDbI
KapboKkcusbHas
rpynna C102
——— R—CH-—-COOH —<, R—CH,~NH, ———
&Hz AMUH
AMUHOKUCNOTA

* BuroreHHble — 3Ha4YNT, 0OpPa3yOTCS B XKMBOM OPraHM3me

B cuHtese HEKOTOPbIX ONoreHHbIX aMMHOB 3Tan D,eKap6OKCI/IJ'II/IpOBaHVIF|
npouncxoamtT He B CaMOM Ha4darle, TO eCTb CHa4alla aMUHOKNCJ10Ta
MOLI,I/ICbI/ILI,I/IpyeTCFI, HO OCTaeTCA aMUHOKNCITOTOU

» [locne pekapbokcnnnMpoBaHns Takke MoryT NPOUCXoanTb
aononHuTenbHble Moandukaunn. To ectb AekapboKCMNMpoBaHUe — He
0b65a3aTenbHO 3aKNYNTENBHbLIN 3Tan CUHTE3a PU3NONOrnYecKkn
aKTUBHOIo OMoreHHoro ammHa



[MpeAaLeCTBEHHUKN ONOreHHbIX

dMMHOB
* TUPO3UH:
— [lopamuH
— HopagpeHanuH
— AgpeHanuH

* TpuntogaH: CepPOTOHUH

* [nytamat: [AMK (ramma-ammHomacnsHas
KUCNnoTta)

* TMCTMAUH: TMCTaMWNH

* OPHUTUH: NYTPECLUMH — CMEPMUANH U
CrepMuH

* Jln3nH: kKapaBepuH
* CepuH: 3TaHONaMUH — aueTUNXOoNuH



CuHTe3 aapeHarnuHa

« deHnnanaHuH — TUPO3UH (TMAPOKCUNNPOBAHUE,
H4B0M)

* TnposnH — NODA (anokcmnmdeHmnnanaHvH,
rmgpokcunuposaHue, H4bI)

« [IODA — nodamuH (oekapbokcunmpoBaHue,
[1P)

« [lodbaMnH — HopaapeHanuH
(rmapokcunupoBaHue, H4bI)

 HopagpeHanuH — agpeHanuH (MeTunupoBaHue,
SAM)



CuHTe3 aapeHanuHa

P WD F @ W @ P

O

— Um0 U

i 0. SAM SA
CH2

CH> CHz CH OH «— CH-OH
(IZH-NHz (I3H-NH2 CHz Cle CI‘,Hz
(|300H (')OOH AH, Nb, MH-CH, <—
Tupo3uH JO®A DodhamuH HopappeHanuH AnpeHanuH

1. TwngpokcunuposaHue

2. [HekapbokcunupoBaHue

3. TngpokcunupoBaHue

4. MetunupoaHune

Bo BCcex peakumsax ruaipokcmnupoBaHus ucnonesyetcsi H,-bl'l
(TeTparnapodbunonTepuH)



+
1y
CH,—CH—COO0~

H Tryptophan

Tetrahydrobiopterin
tryptophan ﬁ 92

hydroxylase &t H,0
Dihydrobiopterin

N|-|3
CHz—CH CO0"

5-Hydroxy-

H tryptophan
a.romat.lc PLP
amino acid
decarboxylase co,
+
e
CH,—CH>

Serotonin

CWHTEe3 cepoTOHMHA U3
TpuntodaHa

« CHavana npoucxoauT
rMapoKCMnnpoBaHue
TpunTodaHa, obpasyeTrcs
rmapoKkcuTpunTodaH
— QepMEHT:

TpunTodaHrmapokcunasa
— KodbepmeHT: H4-bl'

e 3aTem nponcxognT

AnekapbokcmnmpoBaHme

— QepMeHT: aekapbokcunasa
apoMaTn4eCcKnxX aMMHOKUCIOT

— KodpepmeHT: 1D (13 B6)



CVHTe3 rmctamMmmHa 3 rmctuauHa

+
NH;

| * GepMeHT:
CH,—CH—COO"
—( rMcTManHaeKapobokce
Ny M nnasa
Histidine
* KodpbepmeHT: P (13
histidine | PLP BG
decarboxylase CO, )
CH,—CH>
N\/NH

Histamine



CuHTte3 T'AMK u3 rmytamaTta

* [AMK c TO4YKM 3peHns

+
I\IIHs XUMUUN ABNAETCA HEe
~00C—CH,—CH,—CH—COO " aMWUHOM, a }
aMUWHOKUCITOTOW
Glutamate * B 1O Xe Bpems,
glutamate |PLP TpaganunoHHo o AMK
decarboxylase | CO, roBOPAT, KOrda pe4b
3axoAunT 0 ONOreHHbIX
+ aMUHaX, TaK Kak B ero
'}""3 CUHTE3€e NPpUHUMaEeT
~00C—CH,—CH,—CH, yyacTtue gekapbokcmnasa

— PepMEHT:
rmyTamataekapbokcunasa

— KodbepmeHT: NP (13 B6)

v-Aminobutyrate
(GABA)



MHakTUBaUuunsa OMoreHHbIX

dMMHOB
« Cxema: oTiennseTr aMmmHorpynny ot
aMWHa, npeBpallada ero B anbgerna
 PepmeHT: MAO (MOHOaMMHOOKCKOAa3a)
* KobepmeHT: DAL (13 B2, pubodnasunHa)

« OYHKUMSA: MHAKTUBALIMSA BMOreHHbIX
aMWHOB — NMpepbiBaHNE rOPMOHaIbHOIo
CUrHana/HepBHOIo UMMysibca

* KnnHn4yeckoe 3Ha4yeHune: nekapcrTaea OT
nenpeccunn — nurnomtopol MAO



MHakTBaumsa OMoreHHbIX aMUHOB
nyTem Ae3aMMHNPOBAHUSA

« MAO (MOHOaMMHOOKCKAA3a) oTwennseT
aMuHorpynny:

O H,O H,0,
amuHorpynna
R — CH, — NH, \-i;»R CH*-O&»R COOH
aMUH MAO (FAD) NH anbgeruna

AMMUAK

e [NanbHeunwee okucrneHune anbgernga aaet
KUCIOTY



OKCWO A30OTA NO



NO

* CMHTE3: U3 aprmHmnHa
 PepmeHT: NO-cnHTasa
* QyHKUUA:
— paccnabneHue rnagkon MyckynaTtypbl
— NpepoTBpalyeHue arperaumm TpoMmboLUUTOB
— Henpomegnatop
— Perynatop anonto3a



Okcua azoTa u ero oyHKLUM

NADPH + H® NADP NH,

'.\'H \ NO-cuHTaaa NH

CH; CH,
CH, / CHy
CHs Gt |
HQN Hs" HCNH3
COO COO
L-ApruHuH L-LurpynnuH

Oxcu.q asora

Paccnabnser
rnagKyro
MyCKynartypy
MpepoTepawaer PerynupyeTt
arperauuio anonToas
Tpombouutos \7
Hlsnserca
HerlpoMeauaTopoMm

MpepoTepaluaer
pa3BuUTHE ONyXonew



