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Tema: KaTtaboniam amiHokucaotT Ta binkKis

[naH
Knacuodikauia i cTpykTypa amiHOKUCAOT
KaTtaboniam amiHOKUCNOT:
Kataboniam amiHorpyn i BUBeAeHHS amiaKy
Kataboniam ByrneueBoro ckenety
LInkn cevyoBmHU

BuKopuctaHHAa amiHOKMcaoT y nonaporpadivHmx Ta AMP-
NOCNIAXKEHHAX
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BHYTPRILHLOKNITUHHI

Ao Kataboniam amiHOKUCNOT y ccaBL,iB

XApHOB! DINKK =3 AMiHOKMCIOTH

NH - 7N » KapboHoB|

CKEnaTH
CHHTES
AMIHOKMCNOT,
HYKNeoTHaIs

Ta DloamiHie
Y
KapBamoaoin- a-KeToKncnaTi
pocdpar

Acnaprar-
apnHiHo-
CYRLUMHETHUN
LUYHT LMKy
Kpebca

Livkn
CEYOBUHNA

CeyoBMHAa OrcanoaueTar

l

[ mokoza

(CHHTE3YETLCH
nig Yac rnikoHeor8ERsky A

2.

3.

KntouoBoto 0cobmBicTIO
aerpanauii amiHOKUCNOT €
BiAWENNeHHA Ad—aMiHOrpynu Big,
BYr/1eLLeBOro cKenerta
AMIHOKMCNIOTK, BTpavaroUu
aMiHOrpynu, NnepeTBoOpPOTLCA HA
O—KETOKMCNIO0TH

0-KETOKUCNOTU € CKENETOM
aMiHOKUCNOT

C-D;: + H._ID + AT

4. [ani oa—keTokucnotn abo

oKucHiotoTbea go CO, i H,0, abo
nepeTBOPHOOTLCA Ha 3- un 4-
BYrneueBi CTPYKTYpU
[MIOKOHEeOoreHesy ANA YTBOPEHHA
FMOKO3U
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Knacungikauis
aMIHOKUCNOT

» KoxkHa amiHoKkucnoTta (AK)
MicTUTb amiHO- (NH,) i
KapbokcuabHy rpynu (COOH).
» AK Bigpi3HAtoTbCS
HOKOBMMM NaHLOraMMm.

» Bicim AK € HenonapHumMM i
rigpopobHMMMN.

» TigpodinbHi AK matotb
eNeKTPOoHeraTUBHi rpynu y
6oKoBMX naHuUtorax (3a
BUHATKOM TUPO3UHY)

> OBi AK mictatby
6oKoBOoMy naHutory
KapboOKCUANbHY rpyny i HecyTb
HeraTUBHWIA 3apAag, Tpu —
amiHorpyny i nO3sMTUBHUIA

3apaa.




Kataboniam pi3HMX TMNiB aMiHOKUCNOT

Phosphoenolpyruvate Alanine Glycine Threonine
u A | / Cysteine Serine Tryptophan
Tl Fyitvate Tryptophan
‘ Tyrosine
Glucose Acetyl-CoA = Phenylalanine
;_\ Threonine
ﬁggg{taagtﬁ]e ~Oxaloacetate Citrate Isoleucine
Lysine
/ Leucine
Legend:
Malate | Glucogenic : Arginine Proline
Ketogenic Isocitrate Histidine Glutamine
Both glucogenic
and ketogenic Y
Fumarate a-Ketoglutarate «<——|Glutamate |
Tyrosine . Threonine Methionine
PheHYIaIanine SUCCInate‘_’?iCC'nw'COA = |Soleucine Va“ne
Aspartate

“I'ntokoreHHi” aMiHOKMCNOTM MOXKYTb NEPETBOPIOBATUCH Y IIHOKO3Y B NPOLLECi IMIOKOHEOreHesy.
“KeToreHHi” amiHOKMCNOTU MOXKYTb BYTM BUKOPUCTaHI ANA KeToreHesy Ta CUHTe3y Ainigis.

AMiHOKUCNOTK “3milaHoro” Tuny, AKi KaTabonisyoTbCA AK Y MNiKOTeHHI, TaK | KETOreHHi NPOAYKTH.

https://en.wikipedia.org/wiki/Protein catabolism#/media/File:Amino acid catabolism rev

ised.png
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//upload.wikimedia.org/wikipedia/commons/1/16/Amino_acid_catabolism_revised.png
//upload.wikimedia.org/wikipedia/commons/1/16/Amino_acid_catabolism_revised.png
https://en.wikipedia.org/wiki/Protein_catabolism#/media/File:Amino_acid_catabolism_revised.png
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KaTtabonivHi
NnepeTBOpPEHHA

AMIHOKUCNOT Yy NeYiHu|

AraMi-
W HIAEB

FnyTasiH
W RIEE
Ab0 MUk
THEHNH

3.

ccaBsLiB

Ha noyaTkoBomy eTani
BiALLENOETLCA aMiHOrpyna
Bif, BYrneueBoro ckeneta i
nepemilLaeTbCA NepeBarkKHO
Ha a-KeToraytapar 3
YTBOPEHHAM r1IyTamaTy
[nyTymaTt HagxoauTb Yy
MiTOXOHAPII, Ae
rAyTymataerigporeHasa
BUBINIbHAE aMiHOTpynun y
dopmi NH,
TpaHCaMiHyBaHHA BUMarae
HAABHOCTI KOPEPMEHTY
nipnaokcanbdocdaty
(npocTeTnyHOI rpynu
TpaHCcamiHa3)



dopmu BMBEAEHHA a30TY 3 OpraHiamy

NH;

Awmiak (y popwmi
10HA aMOHII0)

AMOHIOTEIbHI' TBADHHH:

OUIBIIICTH BOAHHX
XpeOeTHUX, TaKHX 5K
KICTKOBI pHOH, a TAKOX
JTUYHHKH aMpibil

HzN—(”:—NHg

CeuoBHHA

YpeorenbHi TBAPUHH:
OUIBIIIICTH HA3EMHHUX
XpeGeTHHX, a TAKOXK aKyJIH
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Hagnuwok amiaky y CKeneTHux
M’A3aX NepPeTBOPHETLCA HA
rlyTamaTt abo anaHiH, AKMK
NnepeMmillyETbLCA Y NeYiHKY
ANnaHiH y neviHui
NepeTBOPIOETLCA HA MNIOKO3Y Y
npoueci roKoHeoreHesy
[NOKO3a TPAHCNOPTYETLCA Ha3a4
Ao m’asis

Y 6inbwoCTi TBAPUH KOHUEHTpaUii
rNyTamarty i IyTamiHy €
HAaUBULLMMMK cepes aMiHOKNCIOT

HenbcoH, Kokc, 2015



®ymapart ApriHiH

Manar

. Linkn
Acnaprar-apriHiHoCyKLUMHaTHHUIA ApriHiHocyKkLuHaT CEYOBMHH OpHiTWH
WYHT UWHKNY NMMOHHOI KMCNOTH
Acnaptat  Uutpynid
Acnaptat(NH,) Lutpynid OpHITHH

o-Ketornyrapar

rnyTamar Kapbamoindocdar

HAO®
HAL®

Manart Llul_xn
\ NUMOHHOI KMCNOTH

(umkn Kpebca)

AT®

[

co, NH,

Gymapart
MiToxoHgpiansHuia
MaTpuKC

CO, + NH, + AT® = kapbamoindocdar

CevoeuHa

/ LUuTozonk

CnpAaXeHHA
umKniB Kpebca
| CEYOBUHM:
acnaprart-
apriHiIHOCYKLU M-
HAaTHUW LWYHT

1. YTBOpPEHHA UUTPYNiHY 3
OPHITUHY Ta
Kapbamoindocdaty; umMTpyniH
BUXOAWUTb Y LUTO30/1b
(HapxoaKeHHs nepLloi
amiHorpynu).

2. YTBOPEHHA apriHiHOCYKUMHATY WAaxom popmMyBaHHA UUTPYNin-AMP (HaaxoaKeHHsA

ApPYroi amiHorpynu).

3. YTBOpPEHHA apriHiHy 3 apriHiHOCYKUWHATY; Y Ui peaKuii BUBINbHAETbCA pymapaT, AKUN

HaaxoAuTb Y UMKN Kpebca.

4. YTBOPEHHA CEYOBUHMU; LA peaKLis 3a@g§£g§;xe TaKOX pereHepaLito OPHITUHY. g



ManaT-acnapTaTHUM WYHT Y MiTOXOHOPIAX

HAL®

ManaT < \ /

OkcanoauertaTt MnyTamar
------------------ )( ;
MNipysat a-Ketornytapar Acnapm/T/
H.wﬁiﬂH ’(
a-Ketornyrapar Acnaprar

Auetun-KoA

OKCANOALETEAT we o m w Bg  mrm  aie mesme > FyTamar

HAOH Lintpar
Ma”i" HAHH}» HCO;
dymapar o-Ketornyrapar

S
OAOH
ARH CykuwnHaTt

Co,
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YTBOpPEHHA nipyBaTy 3 aMIHOKMUCNOT

CO0" CO0r

, N
CHa éHE CHa éHE
Hlili—NH3+ + [lrzt:] — (=0 + Htll—NH3+

| | | |
CO0" CO0™ CO0™ olaloy

alamine o-ketoglutarate  pyruwate  glutamate

Aminotransfarase (Transamina se)

Hz 0 H,0 MHe O
H _ 2 _31 I _
HD—CH;—?—CDCI |—|2|3='|3—CE]C| HyC —C—C00
MH;" MH*
SEFITE arrinoactylate pyravate

serine Dehydratase

3-ByrrieLeBa KETOKUCOTa NipyBaT YTBOPIETLCS i3 aslaHiHy, yucmeiHy,
2N1iYUHY, cepuHy i mpeoHiHy. [leamiHyBaHHA anaHiHy i CepuHy B
TpaHcaMiHa3Hiu peakuil NpuBOANTL 40 YTBOPEHHSA MipyBarty.

http://www.rpi.edu/dept/bcbp/molbiochem/MBWeb/mb2/part1/aacarbon.htm#glucket



YTBOpPEHHSA OKcanoaueTaTy 3 acnapTaTty i acnapariHy

salay salay
ooy éHE CO0" éHE
CH, CH, ST
HC—NHS + C=0 €= [|::[:1 + HC—NH,"

| |
oo™ oo oo™ oo
aspattate o-ketoglutarate oxaloacetae glutamate

Aminotransferase {Transamina se)

Acnapmam Bigoae amiHOrpyny, nepeTBopoYnUCE Y 4-ByrreueBy a-
KETOKUCIIOTY OKcarioaueTar. a-KeTorryrapar npumMae amiHorpyny,
NepeTBOPIOOYNCH B rIyTamar.



YTBOpPEHHA CYKUMHINY-KOA 3 amMiHOKUCNOT

Propionyl-Cod Methylmalonyl-Cod Methylmalonyl-Cod

Carh oxoylase (Biotin) Facemase Mutase (B,)

H i COO0- H  coo H  Coo-
| HCGs | | |
H—C—CH; %,  H—C—CH H—C —C—H H—C—C—H
| Ny r!: o Coh — | | —» ||
lﬁ—E-D:I.ﬂ. ATP f"EP i -0 H C—35-CoA CoA-S—0C H

o i o 0 o

propionyl-Cod D-methylmal onyl -Cod L-methylmal onyl-Cod succinyl-Cod

CykuuHin-KoA yTBOpPIOETLCS i3 i301etyuHy, easiHy i MemioHiHy. ['pOMKHUN
NPOAYKT NponioHifi-KoA TakoX YyTBOPHETLCA B pe3yribTaTi B—OKUCIEHHS
XUPHUX Kncnor. MNponioHin-KoA kapboKkcuneTbest 40 MeTUNManoHin-KoA i
aani oo cykumHin-KoA.



YTBOpPEHHA a-KeTornyTtapaTty i3 aMiHOKUCNOT

MH5"
_ Ha Hz | _
Qo0 — 00— El Coo
ol utarm ate
MAD(PY
Ha O —
I@NADP
_ Ha Ha || _
O0C—C—C—C—CO0™ + NH,"
o-keetogl utarate

Glutamate Dehydrogenase

S-BYIIeLEeBUN a-KeTornytapaT YTBOPKETLCA i3 apa2iHiHY, 2rymamamy,
arrymamiHy, 2icmudluHy i nposiHy. [leaMmiHyBaHHA rnyTamarty yepes
rmyTamMargerigporeHasy 4m TpaHcamiHasy beanocepeqHbO NPU3BOANUTL
OOYTBOPEHHSA a-KeTorsnyrtapary.



[nyTamaT + manar

Glutamate-

Malate?- H*

Glutamate-
SRS

e 3a goaaBaHHA ryTamaTty 3 MaaaToOM A0 i30/1IbOBAHUX MITOXOHAPIN Yn
nepmeabinizoBaHUX KNITUH ryTamart i TpaHCamiHa3a BignoBiaanbHi 3a
MeTaboni3m OKcanoaueTaTy He meHLe, HixK AueTnn-KoA 4ym unMTpaTCUHTAa3a.

ht’[ps://www.slideserve.c(8rBr‘i’]}:’rs{%’\?Ian/mip-school-2008-schr-cken-iulv-200%34



https://www.slideserve.com/neylan/mip-school-2008-schr-cken-july-2008

TpHacamiHasHi peakuii BigirpatoTb
BaX/TMBY POSib B EHEProTBOPUMX

npoLecax MiTOXOHZPIl [iopokcmnamiHoauetat (TAA), iHribiTop

rnmyTamar-okcanoawertaT TpaHcamMiHasun
(FOT), HiBentoe BNNUB agpeHarniny Ta
| aueTUnNxoniHy Ha guXaHHA MITOXOHAPIN

Glutamate |
+ Malate
+ AOA 120 -

[

c
[
]
=)
a
i | g %
Glutamate E
+ Malate g_ 80 -
Wyt Py £
E
oATP S 40
k=
[
Pyruvate @ 20 A L
+ Malate R—

0 T T T

1 2 3 4

ToHKki niHiT — KoHTponb, ToBCTi — AgpeHaniH abo AueTunxoriH

| | | | | | 1 | | | |
25 20 15 10 5 O -5 -10 -15 -20 -25

ppm
_ N AppeHaniH: 1,2 — fomoreHaT neviHku, cykumHat 0,35 MM, 1- 6e3
31P AMP cnekTpu cynepdy3oBaHUX MiTOXOHAPIN FAA 2 -TAA 1 mM.
CepLisi 33 OKMCHEHHS Pi3HNX cybeTparis. KoHueHTpauii A etpnxonin: 3.4 -MiToxoHapii cepus, keTornytapat 1 mM, 3 -
(y MM): nipyBart, 5; manar, 5; rnytamar, 5; 6e3 FAA. 4 - TAA 1 mM.

amiHookcumauertar, 0,5. MNo3HaveHo niku: MDP —
mMeTuneHgudocoHaTHu ctaHaapT, P;—
HeopraHivyHun gocdpat, ADP — AP (a,B), ATP — ATO

(a,B.7).

© Babsky A 15



YTBOpeHHA dymapaTy i auetoaleraty 3 aMiHOKUC/OT

Trans aminas e
Phenylalanine —# Phenylpyruvate

[P h eny lketon El 7, 8; da%rdmhmpterin
Phenylalanine | Deficient in e g B8 g FON
Hydroxylase | Phenylketonuria -3
il I:F(Zh'r-lu '.
Tyrosine —* —® Melanins d t{%:‘tﬂ;s
. Hiz {
MHI“FIE ¢ ‘-Fthylalanine
HEEI[:tiDﬂE ¢ roE Ioww @ Hydrozylase

Fumarate + Acetoacetate

ApoMaTU4Hi aMiHOKUCNOTU gbeHinanaHiH i mupo3uH KaTtaboni3ytTbcs y dymapar
| auetoauetat. HALH € BTOPMHHMM aKUKNTOPOM E€NfIeKTPOHIB Y Ui peakuil.



Tabnuun 18-2. [lesiki reHeTUYHI NOpyLIEHHA KaTaboniaMmy aMiHOKUCNOT B opraHi3mi NMoauHU

[Mpubnu3sHa
Kinbkicms
eunadkie (Ha
100 000 lMopyweHut
lMamonoeis HapooxeHux) npouec HegpexkmHuli eHaum Cumnmomu ma Hacnioku
AnbBiHi3am <3 CuHTe3 menaHiHy 3 TUPO3MH-3-MOHOOKCH- Hema nirmeHTadii: 6niga
TUPO3VHY reHasa (TmpoavHasa) Lkipa, 6ine Bonoccs
AnbKanToHypis <0,4 Oerpapauis TMpo3uHy lomoreHTu3ar-1,2- HasiBHICTb TEMHOrO MirMeHTy B
AiokcureHasa ceui, apTpUTU Ha Ni3Hix
cTafisix 3axBOPOBaHHS
ApriHiHemis <0,5 CuHTE3 ceyvyoBUHM ApriHasa PosymoBa Bigcranictb
ApriHiHoCyKuMHaumaemis <1.5 CuHTE3 ce4oBUHU ApriHiHOCyKUMHa3a BnioBoTta, cygomu
HepocrtatHicTb kapbamo- <0,5 CuHTE3 Ce4OoBUHM Kapbamoindocdar- JNetapris, cyogomu, cmepTb y
indocoarcuHTeTasm | CuHTeTasa | paHHbOMY BiLli
FoMoumncTUHypisi <0,5 Herpagauis MeTIOHIHY LnucrartioHin-B-cuHtasa  MopyLueHHst po3BUTKY KIiCTOK,
po3ymoBa BiacTanicTb
XBopoba KneHoBoro <04 Herpapauis isoneiiumny,  [erigporeHasHuin BritoBoTa, cygomu, posymosa
cvpony (Ketoaunaypis, NenuunHy Ta BaniHy KOMMIIEeKC O-KEeTOo- BiACTanicTb, CMepTb Y
HasiBHICTb y ceui KUCNOT 3 po3rany- paHHbLOMY BiLli
KETOKUCIOT 3 po3ra- XXEHUM NaHLorom
NY>XEHUM MaHLorom)
MeTunmanoHoBa <0,5 NepeTBOpeHHsi nponioHin- MeTtunmanoHin-CoA- BrirosoTta, cygomn, posymosa
aumaemis CoA Ha cykumHin-CoA MyTasa BiACTanicTb, CMepTb y
paHHbOMY BiLli
DeHinKeToHypis <8 MMepeTBOpPEHHs cheHin- ®eHinanaHiHrigpokcu-  BnoBoTa y HOBOHAPOMKEHUX,

anaHiHy Ha TUPO3uH

© Babsky A
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Patricia Stallings Case: Solved Mystery
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