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Tema: KaTtabonism amiHokucaotT Ta binkKis

[naH
Knacudikauia i cTpykTypa amiHOKUCAOT
Kataboniam amiHOKUCNOT:
Kataboniam amiHorpyn i BUBeAeHHS amiaKy
Kataboniam ByrneueBoro ckenety
LInkn cevyoBmHun

BuKopuctaHHAa amiHoOKucaoT y nonaporpadivHmx Ta AMP-
NOCNIAXKEHHAX
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BHYTPILWHBEOKNITUHHI

gin Kataboniam amiHOKUCNOT y ccaBL,iB

XapUOBi DIUNKM e AMIHOKMCNOTH

1. Knwoyosow ocobnmsicTio
MH; Kap6oHogi aerpanauii amiHOKUCNIOT €

CEEMNETH

~ CuHTea BiAWeneHHA a—aMiHOrpynu Big
aﬁ:,'ﬁﬁggﬁ,‘”ﬂ BYI/IELLEeBOrO CKesleTa
ra bloamixis 2. AMIHOKUCNOTK, BTpadatouu

\J :
KapBamoin- o-KeTokucnotu dMIHOIpyn", nepeTBoprorOTbCA Ha

fpacipeT O—KEeTOKMCA0TH
3. O-KeTOKUC/IOTU € CKe/leTOM
aMIiHOKUCNOT

Acnaprtar-

ApridiHo-
Likn CYKLIMHATHHA Liukn Kpebca CO: + H:0 + ATD
CEYOBUHM LyHT %mmy
Kpebca )
4. [ani oa—KkeTokucnotn abo

oKucHiotoTbea go CO, i H,0, abo
nepeTBOPHOOTLCA Ha 3- un 4-

CevoBuHa OkcanoauetaT .
Byrneuesl CTPYKTYPU
l MIOKOHEOreHe3y A,14 YTBOPEHHA
[Mmioko3a IMMHOKO3U
(CMHTE3YETLCH
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Knacungikauis
aMIHOKUCNOT

» KoxkHa amiHoKkucnoTta (AK)
MicTUTb amiHO- (NH,) i
KapbokcmabHy rpynu (COOH).
» AK Biapi3HAtoTbCS
HOKOBMMUM NaHLOraMMU.

» Bicim AK € HenonapHumMM i
rinppopobHMMMN.

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

» OBi AK mictatby
60oKoBOMYy 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
N —Pyrijvate Tryptophan
_ Tyrosine
Glucose e S Phenylalanine
T v ;_\‘ Threonine
Asparagine [~ Oxaloacetate Citrate 'LSYOS';UeC'”e
/ Leucine
Legend:
Malate | Glucogenic - Arginine Proline
Ketogenic iseitrate Histidine Glutamine

Both glucogenic
and ketogenic L

Fumarate a-Ketoglutarate <——|{Glutamate |
Tyrosine . Threonine Methionine
Phenylalanine | Succinate_  Succinyl-CoA <— s, 10 icine Valine
Aspartate

“I'ntokoreHHi” aMiHOKMCNOTM MOXKYTb NEPETBOPIOBATUCH Y INHOKO3Y B NPOLLECi MIOKOHEOreHesy.

“KeToreHHi” amiHOKMCNOTU MOXKYTb BYTM BUKOPUCTaHI ANA KeToreHesy Ta CUHTe3y Ainigis.

AMiHOKUCNOTK “3miaHoro” Tuny, AKi KaTabonisyoTbCA AK Y MNIKOTeHHI, TaK | KETOreHHi NPOAYKTH.

https://en.wikipedia.org/wiki/Protein catabolism#/media/File:Amino acid catabolism rev
ised.on © Babsky A 4



//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

AMIHOEWCNOTA

Bi

(7

nkie i

g KnitanHi Binkm Mevinka
COO CO0
m | I
K‘* HiM+—C —H C =0
I 3 I
R /_’,.-r" _"-—\\ R
AMIHOKHCNOTE Co0 CO0 a-KaToxucnomi

é =0 H r:‘ _tI: —H u-Ketornytapar
— 3

I I

T i
CH; CH,

| I

Coo Co0

c-Ketornytapat  Cnytamar
F |

COo

I
C=0

Mipyear

cCoo

-
H,N —C—H

I
CH,

| i
=

%

COO0
I

HN-—C —H <

I
CH,

CH,
I

»
u’f \‘NHz

Iy Tamid

Z

L}

MH;, cedqosUHA,
abo ced0sa KWCnoTa

© Babsky A

Anadid
M A3ie

MmyTamid

M RaiB

A00 IHWKE

TEASHHH

KataboniyHi
nepeTBOpPEeHHA
AMIHOKUCNOT Yy NeYiHu|
ccaBLiB

Ha noyaTkoBomy eTani
BiALLENOETLCA aMiHOrpyna
Bif, BYrneueBoro ckeneta i
nepemilLaeTbCA NepeBarKHO
Ha a-KeToraytapar 3
YTBOPEHHAM r1IyTamaTy
[nyTymaTt HagxoguTb Yy
MiTOXOHAPII, Ae
rAyTymataerigporeHasa
BUBINIbHAE aMiHOTpynun y
dopmi NH,
TpaHCaMiHyBaHHA BUMarae
HAABHOCTI KOPEpPMEHTY
nipnaokcanbdocdaty
(npocteTnyHOiI rpynu
TpaHcamiHa3)

3.



dopmu BMBEAEHHA a30TY 3 OpraHiamy

NHZ

Awmiaxk (y ¢popwmi
10HA aMOHII0)

AMOHIOTE/IbHI' TBAPUHU:

OUIBIIICTH BOAHHUX
XpeOeTHUX, TAaKUX 5K
KICTKOBI pUOH, a TAKOXK
JTUIUHKU aMDibil

H, N—ﬁ—-NH:
O
CeuoBHHa

YpeorenbHi TBAapUHHU:
OUTBIIICTH HA3EMHUX
XpeGeTHHX, a TAKOXK aKyJIH
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Hagnuwok amiaky y CKeneTHux
M’A3ax NepPeTBOPHETLCA HA
ryTamaTt abo anaHiH, AKMK
NnepeMmillyETLCA Y NeYiHKY
ANnaHiH y neviHui
NepeTBOPIOETLCA HA MNIOKO3Y Y
npoueci rMoKoHeoreHesy
[NOKO3a TPAHCNOPTYETLCA Ha3a4
[0 m’asis

Y 6inbwoCTi TBAPUH KOHLUEHTpaUi
rAyTamaTy | ryTamiHy €
HAaUBULWLMMMK cepes aMiHOKNCIOT

HenbcoH, Kokc, 2015



dymapat ApriHiH CevoBKHHa

CnpAaXeHHA
Manat .
umKniB Kpebca
Acnaprar-apriHiHoCyKUMHATHMI APpriHIHOCYKUMHAT ceE;::HH OpHITIH i ceyoBmHwum:
WYHT WHKNY NMMOHHOI KWCNOTH }t
Acnaprar  UwutpyniH / LUurosone a C ﬂ a pTa T'
ACI‘IE![JTE!'I’I{4‘|4} LnTpynin OpHITHH a p NMHAIH O Cy K LIIM =
a-KeTtornytapar :\ )
rny'rama'r KEPEE\MDIIIH{bDC[bET H aTH M M LLIyHT
HAO® AT®
HALO" \
Manat Lll-!]{ﬂ
NUMOHHOI KNCNOTH
\ {umkn Kpebca) co, MNH,
dymapar .
MitoxoHapiansHuii 1. YTBOpPEHHA UUTPYNiHY 3
MaTpUKC )
OPHITUHY Ta

Kapbamoindocdaty; uMTpyniH
BUXOAUTb Y LUTO30/1b
CO, + NH, + AT® = kapbamoindocdar (HaaxopKeHHa nepwoi
amiHorpynu).
2. YTBOPEHHA apriHiHOCYKUMHATY WAAXoM GopMyBaHHA LNTPynin-AMP (HaaxoaKeHHA

ApPYyroi amiHorpynu).

3. YTBOpPEHHA apriHiHy 3 apriHiHOCYKUMWHATY; Y Ui peaKuii BUBINbHAETbCA pymapaT, AKUN
HaaxoaAuTb y UMKN Kpebca.

4. YTBOPEHHA CEYOBUHMU; LA peaKuia 3ab6e3neyye TaKoXK pereHepaLito OPHITUHY.



ManaT-acnapTaTHUU WYHT Y MiTOXOHOPIAX

HA®

ManaT - \ /

Okcanoauertat [nyramar
------------------ X ’
MipyeaT a-KetornyTtapar Acnap{;:’
H+\g‘ AOH /(.
a-Ketornyrapar AcnapTtart

Auetun-KoA

OKCanoaUeTaT ==eemmemee¥mmemmecann-- >

[myTamar
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mFM apar a-Ketornyrapat

A
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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-ByrneLieBa KETOKMUCOTa NipyBaT YTBOPIOETLCS i3 asiaHiHY, yucmeiHy,
2N1iYUHY, cepuHy i mpeoHiHy. [leamiHyBaHHA anaHiHy i CEpuHYy B
TpaHcaMiHa3HIu peakuii NpMBOANTL 40 YTBOPEHHSA MipyBary.

http://www.rpi.edu/dept/bcbp/molbiochem/MBWeb/mb2/partl/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 Bigaae amiHOrpyny, NepeTBOpOOYNCE Y 4-ByrreLesy a-
KETOKUCIIOTY OKcarioaueTar. a-KeTorryrapar npumMae amiHorpyny,
NepeTBOPIOOYNCH B ryTamar.



YTBOpPEHHA CYKUMHINY-KOA 3 aMiHOKUCNOT

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 yTBOpIOETLCS i3 i30s1etdyuHy, easliHy i MemioHiHy. ['pOMKHNN
NPOAYKT NponioHifi-KoA TakoX YyTBOPHETLCA B pe3yribraTi B—OKUCIEHHS
XUPHMX KNcnoT. [NponioHin-KoA kapboKkcuneTbest 40 MeTUNManoHIin-KoA i
aani oo cykumHin-KoA.



YTBOpPEHHA O-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

5-ByrneueBun a-ketornyrtapaTt YTBOPKETLCA i3 apa2iHiHY, 2rymamamy,
arrymamiHy, 2icmudluHy i nposiHy. [leamiHyBaHHA rnyTamarty yepes
rmyTamMargerigporeHasy 4m TpaHcamiHasy b6eanocepeqHbO NPU3BOANUTL
OOYTBOPEHHSA a-KeTornyrtapary.



[nyTamaT + manar

Glutamate-

Malate?- H*

H+

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

htt|os://www.slides;erve.c(fgrlgr‘i’]})rsllalelan/mi|o-s;chool-2008-s;chr-cken-iulv-200134



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

TpHacamiHasHi peakuii BigirpatoTb
BaX/TMBY POSib B EHEProTBOPUMX

npouecax MiTOXOHZPIl [iopokcmnamiHoauetat (ITAA), iHribiTop

rmyTamar-okcanoawertaT TpaHcaMiHasun
(F'OT), HiBentoe BNNIMB agpeHaniHy Ta
| aueTUnNxoniHy Ha guXaHHA MITOXOHAPIN

Glutamate |
+ Malate
+ AOA 120 -

—_—

o

o
I

c
]
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S
o
1 | p %
Glutamate £
+ Malate 8. 60 -
I Py £
£
aATP = 4
: o 40
®
Pyruvate g) 20 A .
+ Malate —

0 T T T T

yho

R N G O N\ (D [ O (B 1 2 3 4
il pgm o < e ) R ToHki ninHii — KoHTponb, ToBCTi — AgpeHaniH abo AueTunxoniH
_ N ApgpeHaniH: 1,2 — FomoreHaT neviHku, cykumHat 0,35 MM, 1- 6e3
31P AMP cnekTpu cynepdy3oBaHNX MITOXOHAPIN FAA 2 -TAA 1 mM.
CepList 33 OKMCHEHHS Pi3HNX cybeTparis. KoHueHTpauii A etpnxonin: 3.4 -MiToxoHgpii cepus, keTornytapat 1 mM, 3 -
(y MM): nipyBart, 5; manar, 5; rnytamar, 5; 6e3 FAA 4 - TAA 1 mM.

amiHookcumauertar, 0,5. No3HaveHo niku: MDP —
mMeTuneHgudocoHaTHU ctaHaapT, P, —
HeopraHivyHun gocdpat, ADP — AP (a,B), ATP — ATO

(a,B.y)-
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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 KaTtabonisyTbcs y pymapar
| auetoauetat. HALH € BTOPMHHMM aKUKNTOPOM ENIeKTPOHIB Y LK peakuil.



Tabnuusa 18-2. [lesiKi reHeTUYHI NOPyLIeHHA KaTaboniaMy aMiHOKUCNOT B opraHiami MioauHU

[Mpubnu3sHa
KinbKicme
surnadkie (Ha
100 000 lNopyweHut
lMamonoezis HapodXeHux) npouyec HegbekmrHuli eH3um Cumrnmomu ma Hacnioku
AnbbiHi3m <3 CuHTEe3 MenaHiHy 3 TUPO3MH-3-MOHOOKCK- Hewma nirmeHTauii: 6niga
TUPO3VHY reHasa (TuposuHasa) LwKipa, 6ine Bonoccs
AnbKanToHypis <0,4 Oerpagauis TMpo3nHy lomoreHTn3ar-1,2- HasiBHiCTb TEeMHOro nirMeHTy B
AiokcureHasa Ceui, apTpUTK Ha Ni3Hix
CTafisix 3axBOPOBAHHS
ApriHiHemis <0,5 CuHTE3 cevoBUHU ApriHasa PosymoBa Bigcranictb
ApriHiHoCyKuMHaumaemis <15 CuHTE3 ceyoBUHU ApriHiHOCYKLMHa3a bBnioBoTta, cynomu
HepocrtatHicTb kapbamo- <0,5 CuHTE3 Ce4OoBUHM Kapbamoindgocdar- TNetapris, cyogomun, cmepTb y
indocoarcuHTeTasm | cuHTeTasa | pPaHHLOMY BiLli
lomoumcTurypist <0,5 Herpagauis MeTIOHiHY LncrartioHin-B-cuHtasa  MopyLueHHs po3BUTKY KIiCTOK,
po3ymoBa BiagcTanicTb
XBopo6a KkneHoBOoro <0,4 Herpapauis isoneviumHy,  [erigporeHasHui britoBoTta, cygomu, posymosa
cvpony (Ketoaunaypis, nenuunHy Ta BaniHy KOMMIIEKC O-KEeTOo- BiACTanicTb, CMepTb Y
HasiBHICTb Yy ceui KWUCMOT 3 po3rany- paHHbOMY BiLli
KETOKUCNOT 3 po3ra- XXEHUM NaHLIIorom
NY>XEHUM NaHLIorom)
MetunmanoHoBa <0,5 lNepeTBOpeHHst nponioHin- MeTtunmManoHin-CoA- Britosota, cygomun, posymosa
auuaemis CoA Ha cykumHin-CoA MyTasa BiACTanicTb, CMepTb y
paHHbOMY BiLli
DeHInNKeToHypis <8 [MNepeTBOpPeHHS cheHin- ®eHinanaHinrigpokcn-  BrnioBoTta y HOBOHapPOMKEHMX,

anaHiHy Ha TUPO3WH

© Babsky A
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Patricia Stallings Case: Solved Mystery
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