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METADBOJIIYHI ITEPETBOPEHHA
bUIKIB I AMIHOKHUCJIOT

KaTtaboniam oCHOBHUX Xxap4oBUX pe4OBUH
dyHKUil O6inkKiB. [lepeTpaBrieHHA Xxap4oBuXx OinkiB

MeTtaboni3m amiHOKucnoT
Po3swenneHHA ByrneueBuUX CKeneTiB aMiHOKUCTIOT
CnagkoBi nopyLeHHA Kataboniamy amiHOKUCIIOT

AMiaK — TOKCUYHA ANA opraHiaMmy pe4yoBUHa, LUSIAXMU
Noro BuBeOeHHs

Limkn ceyoBuHM



BYIMEBOLOU

AMIHOKMCNOTH

nokKo3a

XKunpHi
KUCIOTU

2 [lipyBaTt 2

Auetun-KoA

1- po3LLensiEHHSA B TPaBHOMY TPaKTI;
2 — cneundiyHi Wwnsaxm kataboniamy;
3 — UuUTpaTHUMN LUK | AnXarnbHUA NaHLor



OCHOBHI ®YHKUII BIJIKIB

OCHOBHI CTPYKTYPHI KOMIIOHEHTH OPIaHiB i TKAHWH, 4 TAKOXK YCIX KJIITHHHUX OpPraHe..
Enepreruuna ¢gynkuisi (karaboJiTHYHI TTPOIIECH).
HoxuBHA, 3anmacawya QyHKIIsA.

BusiBiasoTh katajdiTu4Hy ((pepMEeHTATUBHY) AKTUBHICTH — nipote y 1982 p.-
BiakputTa PHK3umis.

BepyTh yuacTsh y peryisinii MeTa60J1i3My -KJIITHHHUM PiBEHb: OUIKU - PEIIPECCOpU Ta
aKTUBATOPH TPAHCKPHUIILIIi; OpraHi3MEHHUH - OUIKOBA MPUPOJIa TOPMOHIB.

Buxkonyrors 3axucHy GyHKIiK0 — aHTUTLIA.

BepyTh yuacTh y npouecax cKOpoUYeHHs M'3IB i pyXy (aKTUHO-M103MHOB1 KOMITJIEKCH )
BepyTh yuyacTs y nponecax Tpancdopmaiii eHeprii - Oi171KH CITKIBKH OKa
TpaHChHOPMYIOTh CBITJIOBY €HEPTIIO B CIICKTPUUHY.

TpancnoprHa (])yHKulﬂ a)reMor100iH 311MCHIOE TPaHCHopT 0, °6)Tpch(1)epan -
TPAHCHOPT 3aJ1i3a; B) IepMeasH - MeMGpaHm 61.]IKI/I, AKI nepeHOCHTb HO.]]Hle
CIIOJIYKH Yepe3 MeMOpaHy sIK 32, TAK I IPOTH IPAJTi€HTY KOHIEHTPAIIii.

bydepna ¢ynkuis.

KuitTunna curnaJaizaunisi - npukiaj, eniepMajbHuil GakTop pocrty, 1110 € TPOMOTOPOM
KJIITUHHOTO TOALTY.

BepyTh yuyacTh y npouecax MisKKJIITHHHOI B3a€MO/II Ta PO3MI3HABAHHA KJIITHHHUX
MOBEPXOHb - MOJICKYJIU aAre3ii, IHTErPUHHU.

PenenTopHi 0ijikM - 1HCYJIHOBI PEIENITOPH 1 1HIIII.

Bijiku, 110 BUKOHYIOTH cnieniajibHi QyHKIIT - BUCOKOBapiabenbH1 MPOTEIHU, HAPUKIIA],

aHTH(PU30B1 OLIKH, SIKi IIONEPEDKAIOTH B 3aMEP3aHHs KPOB aPKTHYHUX 1 aHTAPKTHIHUX
puo0, KJI€HOB1 OUIKH, IO CIPUSIIOTH HAIMHOMY HPUKPITIICHHIO MIA1H Ta IHIIUX MOPCHKUX
OpraHi3MiB JI0 CKEJIb.



ENZYME

furcticn: Catalyzes covalert bond brazkags
or formatlon.

swamples: Lwing ealls contain thousands of
diffarent enaymes, sach of which atadyzes
(gpoads upd ona partlaular reaction. Examples
Ircluda: rqn;m symthatass—makss the
amine acd typtophan; pepsn—degrades
distary protelre In the stomad ribulase
hsnhespbate carhexylase—halps corvart
carbean dicxidw Into sugars In prfnk: A
pofymarzs0—coples DHA; profain

Inase—ade 3 Fhosph:u- qroup o s
protsin malocule.

MOTOR PROTEIN

furetion: Ganaratas movement in calls and
Tz
N N

sxamplos Myosnin shaletal musde wlls
prowldes the mothe forca for humans to
s kinasin Intaracts with miereeubulss to
marvs organs ks around the cslt dyneln
enzbke cuzaryotk <llla and flagella to beat.

RECEPTOR PROTEIN

function: Dstacts signals and tranemits them
to the call's rasponse machineny.

AR

sxamples. Ahedopsin In the retha detects
light: thi seatyichofins racapsor in the
membrana of 2 muscla call rcames chamizal
sdonak released from a neres snding; the
Inzaltn receptor allows 3 Ivar zall 1o respend
12 ths hammans iredin by taking up glucess;
the adrensergic recepder on heart musce
Ircraazas the rate of haartbeat whin It binds
12 sdrencline

STRUCTURAL PROTEIN

function: Previdas moachaniea support to
calls ard thsuss,

] 4

ples: Outsdacall;, collagen and elastin
a0 commean cerstituends of axtracsllular
matrix and form fibses In tendons and
ligamanits. traida calls, rubuli forms long, stiff
mkrotubules and actin forms filamens that
undarlie and suppart tha plasma mambrane:
e ketatin formfibars that reinforcs spithalial
ills and s the majer proteln In halr and kam,

STORAGE PROTEIN
function: Stares small melseules er lore

B

siamplas: iren i stored In tha lver by
binding 1o the smdl protain ferntng
owalbamin In agg whito Is used 2 3 source
of amina azids gor thia: davabapinyg bird
ambrye; casaln In milk |5 3 sourcs of aming
adds for baby mamm s,

GEME REGULATORY PROTEIN
function: Binds t2 DNA t2 sattch ganes on

wramples: The lactose raprascr In bacterla
dlencas tha ganas for tha anzymis that
degrads ths nugar lactesa; many diffarsnt
hamecdamain prof

switchas to cantral e,

muhtizsllular erganims, induding humans,

TRAMSPORT PROTEIN

furction: Camies small malezulas ar wans.
’

& 'np:a:: Inﬂ'nhbang‘nm,wu'na’&mh
carmheslipids, hameogiodin carles cygen, and
n‘ardm?."tnhﬁlrm Manypr-ﬂra embeddsd
I el e branes transpart bans of small
malocukes aros the membrane, For eampls, the
bacterlal probeln backsrlorbodopsln s
light-sctiated proton pump that rarepers H
lors outof the call; the giuoose carrier shutils
ghueess mto and cut of beer cals: and & CFe

pumain mi Is purmps tha czldum lons
nesded to tigger musde contracion ntothe
ardopl 2wl ratizubam, whars they an stared.

SIGHAL PROTEIN
furstion: Camias dgnals from <l to call.

!

| A b | o R
swamples: Many of the hermenss and growth
fackers that coordinate physcloglal fundtion
In animals are protaing Msuli ,c?nr éxa'r\lfl-'-, 13
asmal protein that controls glucoss levels in
thablood; nairin atiracts growing nerss cclls
in & spsafic draction In s daveloping ambrya:
nervw grow th factor (NGF) ftimulates some
typas of norwa calk to grow 2ons: gp fdermal
growth factor (567} stimulatas tha growth
and divisdon of epithelial <alls,

SPECIAL-PURPOSE PROTEIM
furcton: Highly varisbls,

L = e L "
sxamples: Oroganien s maks mary protsinswith
highly secilized propartis Thess moksades
Ilhetrate the amazing rangs of functions that
protsins can parfemn The antifaers prosans of
Arctic and Amtarctiz fishes pretsct their Eleod
?Inst freezing grewn fiuanesoent proteia frem
Jalbfizh amiks 3 gresn ight: moned, & protain
feurd in an Affcan plamt, has an interealy sasat
{aste; mussals and other m ane crganism: saceie
o pretaivs that srtach tham firmly to redks,
avsnwhan Imemsrzed In sawatsr

OCHOBHI
OYHKLI
BIJIKIB



JUKEPEJIA T HIVTAXW BUKOPUCTAHHA
AMIHOKHCIIOT
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HEMONAPHI (NMAPO®OBHI) AMIHOKUACIIOTU
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NONAPHI (NMAPO®IIbHI) AMIHOKUACIIOTU

[nigun (F10

o
COOH

AcnapariHoeaa kucnota (ACTT) [nytaminoea kucnota (T11Y)

Fictaud (T1C)

IC\
HM MH2 Apridid (APD)

[MonspHi (rigpoinebHi) aMiHOKMCNOTK ByBalOTb: HE3APSAIKEH], HEraTUBHO 3apaIKeHI,



HEOBXIJIHI AMIHOKHNCIIOTH

BaniH
IsonenuuH
NenuuH
J1i3nH
MeTioHIH
TpeoHiH
TpuntodaH
PeHinanaHiH

TNpo3unH
LlucTeilH

ApriHiH
NcTuauH

AnaHiH
AcnapariH
AcnapraTt

miuunH
nyTtamar

nytamiH

MNponiH

CepwuH




MEXAHI3M JIf ITPOTEIHA3 (Tizponasu - Kd3.4.1- 3.4.4 )
EK30- TA EHJAOIIEIITUJIA3U

npoTeiHasu

npo-
TelHasa

7 mMmicue
pomuenneu;;\>'

TpUNcuH: pepmeHT-cyocTpaTHUN

KapOboKcu-
KOMIUJTI€eKC

nenTugasu

aMiHonenTupasu

aMiHOKMUCOTAa

AUnenTngau




[TPOTEOJIITUYHI ®EPMEHTHU TPABHOI'O TPAKTY

[pogbepmeHm

Micue cuHme3sy

Micue akmueaujii ma
akmusamop

®epmeHmM

[TlenmuoHi 38°
S3KU, W0
PO3WENIOHMbCS

NencuHoreH

Cnusosa
00O0rnoHKa
LLUNYHKa

[MopoXkHMHA WyHKa

BigwenneHHs N-KiHUEe-
BOro nentuagy (42 amiHo-
KNCNOTW) Big  NErncuHo-
reny nig snnmsom HCI |
camMoro nericuHy (ayro-
KaTania)

[MencunH

- X - Tyr

- X - Phe

TpuncuHoreH

MigwnyHkoBa
3anosa

[MopOXXHMHA TOHKOI KULLIKW

BigwenneHHs N-KiHLe-
BOro rekcanentuay Big
TPUNCUHOreHy 3a y4yacrTi
eHTeponenTugasu,  ska
BUOINAETBCA  KNITUHAMMU
KMLWWEYHUKY, 3 HACTYMHUM
ayTokaTtanisoMm nig Brau-
BOM CaMOro TPUMNCUHY

TPUMCUH

-Arg - X -

-Lys-x-

XiMoTpuncuHoreH

[igwnyHkosa
33033

[MopOXKHNMHA TOHKOI KULLKW

AKTUBYETBCA Mg BMSU-

DA TTNIAAICIALLIN/

XIMOTPUMCUH

- Tyr-x-

- Phe - X -




| nepuepiaHa Kpose METABOJII3M
4 AMIHOKUCJIOT BULLIUX

FEeEasa Mepebir GinbLwoCTi peakuin nepeTso-
shpHEKEG oA PeHHsi amiHokucnoT BiAOyBaeTbCsH B
KeTOCMOJyKU neviHui. TyT cuHTesyTbca Binku ne-

\ Cce4YoBWHE YiHKKW, a TakoX BinbLwicTb 6inkiB nnas-

4 o aueTun-KoA MW KpOBi 1 _npoxoauTb ix posnag. Y

2 MNEeYiHUi CWHTE3YylTbCS MNEBHI a30To-

e ' BMICHi CMOJSTyKW: MypPUHOBI N NipUMi-

OUHOBI OCHOBW, HiKOTMHaMig, ce4yoBa
KMCIoTa, KpeaTuH, ceyoBuHa. [esiki 3
ByrneueBumn - LMX MNepeTBOpeHb BUABNAKTbLCA He-
ckenert 00OpPOTHNUMN, | CNOMYKK, LLO YTBOPHO-
IOTbCS, TPAHCMOPTYHTLCH 3 MEYiHKN |
BUBOOATBCA 3 OpraHismy i3 cevelo.
KpiMm TOro, y nedviHui CWHTE3YyHTbCS
NeBHi 3aMiHHI aMiHOKMUCOTMW.
Micna  pesamiHyBaHHA — BYrneueBumn
CKenet amiHOKUCAIOT abo OKUCHIO-
€TbCA B aepOBHUX yMOBaX i CRyXuUTb
opKeperiom eHeprii, abo BMKOPUCTO-
BYETbCS B BIOCUHTESI, BKMOYAKOYUCH Y
LMKN TPMKapOOHOBMNX KNCMOT.

co

2

oiocuHTE3

chekanbHUN
asor B

BKI — BHYTPiLUHbOKITUHHMWA Nyn




M'ATb HAUBAXNUBILLUX
METABOJIIMHNX NMEPETBOPEHD
AMIHOKUCIIOT, a Takox...

1. IEKAPBOKCHUJIFOBAHHI

2. OKUCHE JIE3AMIHYBAHHS (kpimM TOro — BiIHOBHE, TiIPOJIITHYHE,
BHYTPIIIHLOMOJICKYJISIPHE)

. TPAHCAMIHYBAHHS ( IIEPEAMIHYBAHHA )

. MOJIUDIKAILIIS BIYHOI'O JIAHIFOTA

. [IOJIIMEPUSAIILA

A b

HEITPAME JNE3AMIHYBAHHS (rpancae3aminyBaHHs)



[I’SITh HAUBAXJIUBIIINX
METABOJITHHUX ITEPETBOPEHL AMIHOKHUCIJIOT

NEKAPBOKCHUITIOBAHHA

AMIHOKMCNOTHY NignsaratoTb AeKapboKCUIoBaHHIO 3a y4acTi
nekapbokcunas (K kopepMeHT - nipyuaokcanobdocdar). Y uto
peakuito BCTynarTb YCi aMiHOKUCIIOTU; aMiHW gani
NepeTBOPOIOTLCA Nig Aieto MOHoaMiHOOKcuaasn abo
aiamMmiHookcuaasu




OKUCHE HOE3AMIHYBAHHAJ

a-aMiHOKMcroTa

a-KETOKNCJ10Ta

KOo(pepMeHT
|
a-aMiHOKuMcnoTa HC

a-KETOKNCI10Ta

KOpepMeEHT

®AL

oOKcuOda3a
amMiHoOKucJsiom

®ALH,

rmyTamiHoBa Kucnota HAOY
ariymamamaoecziopoz2eHa3sa
a-KeTornytapar HAOH + H*

NH,




TPAHCAMIHYBAHHA ( IEPEAMIHYBAHHA )

© 0

TpaHcamMiHyBaHHSA — LIe OCHOBHA DIOCUMHTETUYHA peakuis 3aMiHHNX
aMiHOKMCNOT 3a yyacTi amiHOTpaHcepas (TpaHCamiHas) y NPUCYTHOCTI
KOPepMEHTY, pOSib AKOro BUKOHYE nipnaokcanbdocdat. Peakuis
MDKMOJIEKYSIAPHOro NepeHocy aMiHOrpynu Big o -aMiHOKUCIOTU Ha O-
KETOKMCNOTY 6€e3 NpoMi>KHOro BuaineHHsa amiaky. [NepeamMiHOBYHOTLCS
rOyTIOBHUM YMHOM [flyTamMiHOBa KMCNOTa, acnapariHoBa KUCIOTa i B AesKNX
BUNagKax acnapariH Ta anaHiH (npoTe uen npouec Moxe BiadyeBaTtucs i 3a
Yy4acTHO iHLUIMX aMiHOKMCIOT). Taknum Wnaxom BiabyBaeTbCs CUHTES psay
aMiHOKMCNOT (anaHiH).




MOJIUDIKALIIS BIYHOI'O JAHIIOTA

Moaudikauisi 6i4Horo naHutora BigdyBaeTbCHA ronoBHUM YMHOM

Npu B3AEMHUX NEPETBOPEHHAX 2/1iyuH <> cepuH Y NPUCYTHOCTI

nipugokcanbdocdary Ta TeTparigpodosieBol KUCNOTU, a TaKoX
Npn YTBOPEHHI (OCHOCEPUHY I3 CEPUHY



ITOJIMEPUI3IAILNIA

[MenTuagHi naHutorn (Tpu-, TeTpa-, NeHTa-, oniro- Ta noninenTuaun)
BUHMKaOTb 3a paxyHOK nosiimepusadil aMmiHOKUCITIOT



HEMNPAME OE3AMIHYBAHHA (TpaHcae3amiHyBaHHSA)

BisbmicTh aMiHOKHMCJIOT He 31aTHI JAe3aMiHyBATHCH B OJHY
CTai, NoI0HO MiyTamary. AMIHOTPYIIM TaKUX aMiHOKHUCIJIOT Y
pe3yibTaTi TPAHCAMIHYBAHHS MEPEHOCATHCSI HA O-KETOTJIyTapar
3 YTBOPEHHSIM TTyTaMIHOBOI KMCJIOTH, SIKa TIOTIM 3a3HA€ MPSAMOIO
OKHMCHOIO Je3aMiHyBaHHsl. Takuii MeXaHI3M Je3aMIHYBaHHS
aMIHOKHUCIIOT y 2 CTajli OTpUMaB Ha3By TpPaHcAe3aMiHYBAHHS,

200 HEMPSAMOro 1e3aMiHyBAHHSI.

3a CyKymHOCTI 2-X peakilii — TpaHCaMiHyBaHHS 1 OKHCHOTO
Je3aMIHYBaHHS aMIHOTpyINa aMiHOKHCIIOTH TEpPETBOPIOEThCS Ha
amiak. I7yramiHOBa KHCIOTa B IBOMY MPOIIECI BHUKOHYE
KONeKmopHy @QVvHKyito - 11 aMiHOrpyna ‘‘30upaeThcs’ 3 1HIIHMX
aMmiHOKUCIIOT. Came 1151 (QyHKIlA € BH3HAYAIBHOIO B yHIKAJIbHIM
poJIi TITyTamaTy B KaTa0oIi3Mi 1HIUX aMiHOKHUCIIOT.




HEITPAME JNE3AMIHYBAHHS (rpancaesaminysans)

g BINKK
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BioCMHTEe3 aMIHOKUCIIOT

BaxiuBe miciie B 010CHMHTE31 a30TOBMICHUX CITOJYK
€ Tporec (pikcalli a3oTy 3 NOAAIBIIOK HEPBUHHOIO
ACUMUJISILIIEFD YTBOPEHOI'O am1aKy. Y OUIBIIOCTI
TBapHH 1€ B1A0YBAETHCS 32 paXyHOK PEAKIIM, SIK1
KaTa3YThCS PSIAoM (DEPMEHTHHUX CUCTEM:

LAYTAMATACTUIPOreHA3HOK TA
LIVTAMIHCUHTETA3HOK- MOCI1JI0BHE BKIIFOUCHHS
ABOX MOJICKYJ am1aKy (aMIHOKHCJIOTH )

Kap0amoindhochaTCHHTETA3HOK - BKJIHYCHHS
MOJICKYJIM aml1aKy (C€4YOBHHA, IMIPHUMIJIVUHH)




ObBMIH ITTIYTAMATY 3A YUACTI ITIYTAMATAET'TAPOI'EHA3

(psima peakiiisi — BiTHOBHE aMiHYBaHHS 0L — KETOIVIyTapaTy; 3BOPOTHA PEaKIlis — OKMCHE JIe3aMiHyBaHHS
rIyTamary)

NADH NAD*

a-Kemoesiymapam eJiymamMam




ObBMIH ITTIYTAMATY 3A YYUACTI
[JIYTAMIHCUHTETA3U (I'JTYTAMIHA3N)

a2J7iymamam a2J/1ymamiH




bioCcMHTE3 OKpEMUX aMIHOKUCNOT

PyHKUIOHYBaHHA BIOCUHTETUYHNX MNPOLIECIB NOB'A3aHO 3 Tak 3BaHUMU
poamHamu (5).

PoauHa rnytamary — cuHTe3 BnacHe rrytamary, NponiHy, apriHiHy,
acrnapTtarty i acnapariny.

PognHa acnaptaty — cuHTE3 BnacHe acnaprary, acnapariHy, TPeOHiHY,
METIOHIHY, Ni3NHY, I30NENLNHY.

PoouHa nipyBaTy - CUHTE3 anaHiHy, Baniny, JIENUNHY, i3051IENLINHY.

PoouHa cepuHy - CUHTE3 CepPUHY, LUCTEIHY Ta MilnHY.

PoanHa apoMaTuyHnX aMiHOKWUCIOT Ta FiCTUANHY — CUHTE3 TpUnToaHy,
doeHinanaHiHy, TMPO3uHY Ta ricCTUANHY




BIOCHUHTES ITPOJIIHY (poauna riyramary)




BIOCHUHTES3

API'THIHY (poauHa
rmytamary)

KI" - a-keTornyrapar
[J1Y - ryTtamar



BIOCUHTE3 ACITIAPTATY U ACIAPATIHY (poauna

IIIyTamaTy Ta acliaprary)




BIOCHUHTES
TPEOHIHY

(ponuna acmaprary)

Cxema LLNAXIB BiocuHTE3y
METIOHIHY, . NI3NHY,  I301IEULUHY
(MYHKTUPHI CTPINKN)



BIOCHUHTES AJIAHIHY (pomuna nipysary)




BIOCUHTE3 BAJIIHY TA JEUMLIUHY (pouna
mipyBary)




|COO— gocgpoaniyepam- |COO
H— C— OH deeld/t)o\eeHasg =0

| NAD |
Che(P) NADH  CH.AP) a-KT CH(P)

3-¢pocpo- 3-¢gpochocepu
aniyepam

g¢hocghocepuH- |COO
mpaHcamiHa3

;H"
sN—C—H
fry N |

3-gpocghoziopokcu-
nipyeam
¢gocaeho- H,0
cepuH-
¢gocgpamasa

o0
F <cepUH-eldp0kcumemunmpchcpepasa .

\ Hs N—
N5sN1o-mMeTuneH-

HsN—frH

1L 1 H Tetpariapogoniesa
Kucrnota

TeTparigpodoniesa OH
KMcrorta CEPUH

yucma-
MIiOHiH-
CuHmasa

MemiOoHIiH~--========""" == 20MoyucCmeiH

COO yucmamioHiH- |COO— |COO—
L0838 N—C—H  H'N— G H

T | Ho |

HC—S T C—Ch

r\_H(

CH NH3

SH uucmamioHiH

G-kemo iy CcTEIH

6ymupam

BIOCUHTE3R
CEPUHY,
[IUCTEIHY TA
[JHLHY

(poauna cepuny)

[TYHKTUPHOK  CTPISIKOKO
nokasaHe ©OaraTtocTa-
OiINHE  MepeTBOpPEHHH
METIOHIHY Ha roMmo-
LIUCTEIH.

[TyHKTUpHOIO niHIED B
MOJSIEKYNI LMCTaTIOHIHY
NO3Ha4YeHUN" 3B'A30K,
LLIO aTaKyeTbCd LUUCTa-

TIOHIH-Y-J1ia3010.

[Ny — rmyTtamar
KI" - a-keTornyTtapar




3ATAJILHA
CXEMA
BIOCUHTE3Y
TCICTUJIVHY,
TPUIITODAHY,
OEHUIAJIAHIHY
TA TUPO3UHY

(POIIHA APOMATHUYHUX
AMIHOKUCJIOT TA
TICTUIMHY)




BIOCUHTES
AMIHOKHUCIIOT

Baxnueow peakuieto B CUH-
Te3i aMiHOKMUCNOT 3 O-KeTo-
KMCIOT € peakuid TpaHcaMi-
HYBaHHSA, Yy X04i SKOI aMiHO-
rpyna nepeHocuTbCs Big O0-
HOPHOI O-aMiHOKMCIOTU [0
aKLenToOpHOl  O-KETOKUCSIO-
TN. Y pesynbraTi yTBOPHE-
TbCS Q-KETOKUCNoTa 3 [o-
HOPHOI O~ aMiHOKUCIIOTU Ta
HOBa amiHOKucrota. Peak-
Lit0 KaTanisytTb pepMeHTH
aMiHOoTpaHcdepasn 3a ydac-
Ti  KOoepMeHTYy  nipungo-
Kcanbocdary. s peakuis
nerko obopoTHa. byab-ski
aMIHOKUCNOTN, SAKUX Y DXi
HedOCTaTHbO, MOXHa CUH-
Te3yBaTW 3a pPaxyHOK iCHYIO-
YMX y HagNULLKYy NpyU HasaB-
HOCTi _BiANOBIiAHUX KeTo-
KUCHOT.




TPAHCAMIHYBAHHA

a-KeTornyrtapart rmyramar

o-aMiHOKUCIOTHU O-KeTOKUCINOTHU

amMiHokucaoTa 1 X O-KeTorayTapar X aMiHOKHCJI0TA 2
KeToKucjaoTa 1 rayramar KEeTOKHCJI0TA 2



PEAKIIII 3A YYACTIO AMIHOTPAHC®EPA3
(ANNT i ACT)

o-KeTornytapar




bionoriyHe 3Ha4YeHHA TpaHCcaMiHyBaHHSA

Peakuil TpaHCamiHyBaHHS BigirpaldTb 3HaA4YHYy pPoSfib B OOMiHI
amiHOkucnoT. OckKinbkM Uen rnpouec 3BOPOTHUW, EPMEHTHU
aMiHOTpaHcdepasun PyHKLIOHYOTbAK B NpoLecax Kataboniamy, Tak |

biocnHTE3y amiHoKUCOoT. dPakTUYHO ue peakuil amdidboniyHoro
TUNy. [paHcaMiHyBaHHA — 3aKfIlOMHUM eTan CUHTEe3y 3aMiHHUX
aMIHOKMCNOT i3 BIANOBIAHMX O-KETOKUCNOT, SAKLWIO BOHW B OaHUN
MOMEHT HeoOxigHi KknitTMHam. B pesynbraTti  BigbyBaeTbcH
nepepos3noaisi  amMiHHOroO  as3oTy B TKaHWMHaxX  opraHismy.
TpaHcamMmiHyBaHHSI — neplla cTagis agesamiHyBaHHS OinbLUOCTI
aMiHOKMCNOT, TOBTO novaTkoBuUKM eTan Ix kataboniamy. YTBOpeHi nNpu
LbOMY KeTokucrnoTtn okucroTbca B LUITK abo BUKOpUCTOBYIOTLCS
ONs CUHTE3y [MIOKO3W Ta KeToHoBuXx Tin. [lpu TpaHcamiHyBaHHI
3aranbHa KifibKiCTb @aMIHOKUCIOT Y KNITUHI HE 3MIHIOETBLCA.



KATABOII3M
BYI'TIELEBUX
CKEJIETIB AMIHOKHUCHOT

nipyBar,
auetun-KoA,
a-KeTornyTtapar,
CYKLMHIN-KoA,
tbymapar,
oKcanoaueTart —
NpoayKTu kataboniamy
aMiHOKMCNOT (BCbOrO 6)

Peakuii 1-5 €
aHannepoTUYHNMMU



AMIHOKHUCIIOTH, SIK1 TIEPETBOPIOIOTHCS B IIPYBAT Ta MPOMIKHI
npoayktu LITK (a-Kerormyrapar, cykuunii-KoA, ¢gymapar)
1  yTBOPIOIOTH B  KIHI[l  OKcaJjJoamerar,  MOXYTh
BUKOPHCTOBYBaTUCh B IIPOLIECl [JIIOKOHEOreHe3y. Taki
aMIHOKHCJIOTH  HajJeXarb A0  Ipynu = I[JIIKOT€HHUX
aMiHOKUCJIOT (14).

JlesiK1 aMIHOKHCJIOTH B IIPOLECl KaTa0o0a13My IIEPETBOPIOIOTHCS
B aneroaunerar (JIi3, Jleit) abo aueTnn-KoA (JIen) Ta MO}KyTL
BUKOPHUCTOBYBAaTUCh B CHHTE31 KETOHOBUX T1/1 - K€TOr€HHi (2).

Psi;t aMIHOKHCIIOT BUKOPUCTOBY€ETHCS 1 JJISI CHHTE3Y IUTFOKO3H, 1
JUIL CHHTE3y KETOHOBMX TUI, TOMy IIO B Ipowecl IixX
KaTa0oJ113My YTBOPIOKOTHCS 2 MPOAYKTH — IIEBHUH META0OIT
HUTPATHOrO HUKJIY Ta ameroauerar (Tpu, den, Tup) ado
aneTu1-KoA  (Ime). Taki amMIHOKMCIOTH  HA3WBAIOTE
3MIIIAHUMH, 200 IIiK0-KeTOreHHUMU(4) .




KATABOJII3M

BYIJIEHEBUX
CKEJIETIB
AMIHOKHUCJIOT

nipyBsart, auetun-KoA,
o-KeTornyTtapar,
cykuuHin-KoA, doymapar,
oKcarnoaueTtaTt — NpoayKTu
kaTaboniamy amiHOKMCNOT

* aMIHOKUCIOTU
| KETOrEeHHI,

| FNIKOreHHI



KITACUDIKALIIA AMIHOKHUCIIOT

[ 11iIKO2eHHI

[ TliKOKeMO_2€eHHI KemoaeHHi
amiHokucriomu amiHokucriomu amiHokucriomu
AnaHiH TpPO3uH JlenuunH
AcnapariH I3onenuuH ni3uH
Acnaprar PeHinanaHiH
MniumH TpuntodaH
myTtamar
myTamiH
MponiH
CepuH
LucreiH
ApriHiH
NcTnavH
BaniH

MeTioHIH




CnapgkoBi nopyLueHHA KaTabdoni3my
aMIHOKMUCIOT

(DeHINKeToHYpIS.
TUPO3MHO3.
ANKanToHypIS.
AnbbiHi3M.

XBopob6a [MapKiHCOHa.



deHinnkemoHypis - BiACYTHICTb abo aediunt deHinanaHiH2iOpoKkcunasu
(abo T1i kopakTopa TeTparigpobionTepuHy), sika KaTtanisye YTBOPEHHSA
TUPO3NHY — FOFIOBHUW LUMSAX KaTaboniamy peHinanaHiHy, HagnuwoK sIKoro
TOKCUYHO [i€ HA MO30K OiTeEWN.

AKTuBaUiad arnbTepHaTUBHOro kKaraboniyHoro wnaxy (puc. Peakuiqa
TpaHCaMiHyBaHHS 3 Q-KeTorfytapaTtom) nNpuMBOAUTL A0 HAKOMUYEHHS
TOKCUYHUX MeTaboniTiB -  deHinnipyBaty, dpeHinauerary, peHinnakrary

Phenylalanine o CyaOMH ut CUHOPOM
*Po3ymoee | pi3uyHe
gi0cmaeaHHs

oa-Keto acid

= [JopywieHHs

rnniecmeHmauir
a-Amino acid ,Tpueanicmb Xumms
PI3KO 3HUXXYEMbCA

~00C
Phenylpyruvate




TUpo3nHO3 (TUpo3unHemis | Tuny)

[TpyynHOO 3axBOpPKOBaAHHA €, BiporigHo, Aedekt dgepMeHTy

ymapunauemoauemameioposiaszu, WO KaTtaniye poswenneHHs

dymapunauetoauetaty (NPOMPKHUMA MeTaboniT OOMiHY TUPO3UHY) Ha

¢dymapart i auetoauerart. [ocTpa hopma TUPO3NHO3Y XapaKTepHa Ofid
HOBOHapogXeHuX. KniHiyHMM nposiB — Aiapes, OntoBaHHS, 3aTPUMKU B
po3BuUTKY. be3 nikyBaHHA [AiTM TMHYTL Yy BiWi 6-8 MicAuUiB 4epes
HEeOOCTaTHICTb  MEeYiHKM, WO  pO3BMBAETLCA. XpPOHIYHA  dopma
XapaKkTEPU3YETbLCA CXOXUMW, ane MeHLW BUpaXXeHUMU CUMMITOMaMu.
3arnbenb Hactae y Biui 10 pokiB. BMIiCT TUPO3NHY B KPOBI XBOPUX Y

OeKinbKa pasiB NepeBuLLYE HOPMY.



AnkanTtoHypis (“4opHa cevya”). nMpuuuna

3axeoproeaHHs1 — 0egheKkm OUOKcu2eHa3u 20M0O2eHMuU3UHOo80I
Kucsiomu, WO € NPOMIKHUM MeTaboniToMm 0OMiHY TUPO3UHY,

OKUCIIEHHSA SKOI CNPUSE YTBOPEHHIO TEMHUX NIFMEHTIB —
arnkanToHIB.

HO

Homogentisate

lAi,

Highly colored
polymer




KniHiYHI nposBun

&
OXpOHO3 - HAKOMUYEHHS NirMeHTY OKUCHeHOT ApTPUT € YACTUM YCKNaAHEHHAM
| FOMOTeHTU3UHOBOI KUCNIOTU B CMOJSTYYHIU TKAHUHI OXpOHO3y MpU ANKANTOHYPIl

CTeHO3 aopTanbHOro knanaHa npu
anKanTOHYPpIl

Ceua HabyBae YOpHOro KOMbopy Ha NOBITPi



PeHinanaHiH

= AnbOIHI3M - reHeTU4YHo

\
neTepmiHoBaHa TuposuH TUpOKCUH
BiACYTHICTb abo0 HO ‘
HE0CTaTHICTb o @CH P
depMeHTY TUPO3UHA3U Sy :
NH » MenaHiH
AOPA mipo3uHasa

= TJTupo3uHa3sa y
MenaHounTax OKUCIIE
TMpo3uH o JODA
(avrinpokcudpeHinanatin) i
OO®A-XiIHOHY, siKi €
nonepeaHukKamm
NiIrMEHTY MesaHiHy.

= JedeKkT TMpo3nHasu =
NOPYLUEHHS CUHTE3Y
MenaHiHy= BiACYyTHICTb
nirMeHTauil WKipwn i
BOJ10CCH

HopaapeHaniH

', “CH,"
HO
HOQ?H—CHz—NH—CH3

OH
AnopeHaniH




CumntomMu anbbiHismy:

BIJICYTHICTh TTMEHTAII] IIKipU 1 BOJIOCCS
3a paxyHOK 3HVDKEHHS NPOAYKLiT abo
BIACYTHICTb MeJlaHIHY

BHCOKa tI}’TJII/IBiCTIa A0 COHAYHOI'O
CBITJIa

MIJIBUIICHUN PHU3UK PO3BUTKY paKy
IKIpU

COHSIYHI OITIKH

doTodobis

3HH)KEHHSI TOCTPOTH 30Dy

4acToTa 3aXBOPIOBAHHS Ha aJibOIHI3M

cranoButh 1 = 20000.




XBopoba lMapkKiHCoHa. 3axBOptOBaHHSA PO3BUBAETLCA BHACMNIQOK HECTauI
nodamMiHy B YOPHIN cyDbCTaHUil MO3KY 3a paxXyHOK 3HUXEHHSI aKTUBHOCTI
TuposuHriapokcunasu(1), JODA - nekapbokcunasu (2). Lle ogHe 3
HaMnNOLUMPEHILLINX HEBPOOriYHNX 3axBoptoBaHb (Yactota — 1 : 200 cepen
niogen, Bikom rnoHapg 50 pokiB). HegoctaTHin BMICT godamiHy npu3BoanTb
00 aKTMBYOYOro BNinBy 6asanbHUX raHrmiiB Ha KOpy rofIoBHOrO MO3KY.
3axBOpPHOBaHHS CYNPOBOAXYETHCA TPbOMa OCHOBHUMUW CUMIMTOMaMMU:
akiHesia (0OMeXeHiCTb pyXiB), pUrigHICTb (HanpyXeHHs M’d3iB), TpeMop
(MMMOBINbHe apwkaHHS). [lenpecunBHi CTaHM YacTo NOB'A3aHi 3i 3HMKEHHAM
Yy HEPBOBUX KIITUHAX BMICTY LOdaMIHY N HOpaapeHariiHy.

['inepcekpeLis godamiHy B CKPOHEBIN YacTLi MO3KY CMoCTepiraeTbCs nig vac
LLIN3OQOPEHIl.




AMiaK — TOKCM4YHa O OpraHiamy pe4yoBUHa.
LLinaxu noro BuBeaeHHs

3aneXxHo Big PopMu BUBEAEHHS aMiHHOIO a30Ty Pi3Hi
BUAW TBAPWH MOXXHA PO34INIUTN Ha TPpU rpynu :

aMOHiIoTeni4yHi TBapuHU, aMiHHMM a30T BUBOAUTHLCS Y
BUINA4I Bi/IbHOro aMiaky. Lle — BoaHi XxpebeTHi (KOCTUCTI
pubm);

ypeoTeniuHi TBapyuHU, aMiHHMM a30T BUBOAUTHLCS Y
BUrNSai ce4oBuHU. Lle — 6inblliCTb Ha3eMHUX XpebeTHUX
TBapWH.

YPUKOTEeNIYHI TBapUHU, aMiHHMN a30T BUBOAUTLCS Y
BUrNAAI ce40BOI KUC/IOTU. Lle — nTaxu, 3Mii, ALipKH.




OCHOBHUU LIJIIX BUBEJIEHHSI AMIAKY 3
OPI'AHISMY




NH,

co,

I

H:NT”C— NH:

NH,

C—NH

H
HN=—=C—N

CHUHTE3 CEHOBHMHUA

OPHITUHOBUU LUKII;
uukn Kpebca-leH3enenta

NH,+ CO,+ 2H,0 + 3ATP+ Acn —
NH,CONH,+ 2ADP +2P +

+ AMP+PP + ®ymapar

Tpu eTanu:

| -CUHTE3 a-aMIHOKMUCIIOTU LUTPYIIHY -
OBi peakuil- NPoxXoauTb B MX

Il - CMHTEe3 a-aMiHOKMCOTY apriHiHy- ABi
peakuil - NpoxoauTb B UMTONSA3Mi
lll-cnHTE3 ceMOBMHM — 0gHa peakLis -

NPOXOANTb B LUTOMMNa3Mi.
depmMeHTH:

1 — kapbamoingocdarcuHTeTasa

2 — opHiTMHKapbamoinTpaHcdepasa
3 — apriHiHOCyKUMHaTCUHTETas3a

4 — apriHiHoCyKUuHaTsiasa

S - apriHasa




