MIHICTEPCTBO OXOPOHH 3/IOPOB’SI YKPATHU
IOJITABCHLKHHU JTEP) KABHUHW ME/IMUHUHN YHIBEPCUTET

MeTtaboniam AMiHOKUCNOT:
crieyiani3oBaHi WrsiXu nepeTBopeHHs
aAMIHOKUCIOT, cnaaKkoBl eH3UMOonaril,

MeTtabonism nop@ ipuHiIB.

Ilpoghecop, 0.meo.n. Hemrwxaino JI.1I.


TerrorK
Штамп


NJTAH NEKUII

[Tyn BUTBHMX aMIHOKUCIIOT B OPTaHi3Mi: IUISIXA HAJAXOIKCHHS Ta BUKOPUCTAHHS BUIBHUX aMIHOKHUCIIOT B
TKAaHUHAX.

TpancaMiHyBaHHSI aMIHOKHCIIOT: peakKiii Ta iX 0ioxiMIuHE 3HaYeHHs, MEXaHI13M Jiii aMiHOTpaHcdepas.
Jle3aMiHyBaHHS BUTbHUX L-aMiHOKHCJIOT B TKaHHHAX.

JexapOokcumtoBanHs L-aMIHOKHCIIOT B opraHizMi JiIoquHu. Di3ioj0riyHe 3HAUY€HHSI YTBOPEHUX MPOAYKTIB.
OxucnenHs: 010reHHUX aMiHIB.

[Insxu yTBOpPEHHS Ta 3HEUIKOPKEHHS amMiaKy B OpraHi3Mi.

biocuHTE3 CEYOBMHMU : MOCITOBHICT, (DEPMEHTHHUX peakKilii 010CUHTE3Y, TCHETHYHI aHOMaJil (DepMEHTIB
IIUKJTY CEYOBUHHU.

3arajibHI UIIXW METa00JI13My BYIJICIIEBUX CKEJIETIB aMIHOKUCIIOT B OpTraHi3Mi JIFOAWHU . [ TIOKOTeHH] Ta
KETOT€HHI aMiHOKHCIIOTH.

biocuHTe3 Ta GiomoriuHa poib KpeaTtuHy i kpearuHdocdary.

I'myrarion: OymoBa, 6iocuHTe3 Ta 610710TT4HI (PYHKIIIT TIIYTYTIOHY.

CrermianizoBaHi MUISIXH META00II3My ITUKIIIYHAX aMiHOKHUCIIOT- ()eHIIaJaHiHy, Ta THPO3UHY.
CraznkoBi eH3uMOIIaTii 0OMIHY HUKIIYHUX aMIHOKHUCIIOT: (PEHIIKETOHYPis, aJIbOIHI3M.

OOMIH IUKJIIYHOT aMIHOKHCIIOTH TpUNTO(haHy Ta HOTO CIaaKOBI €H3MMOIIATII.

MeTtabomi3m nmopdipuHiB: OymoBa remy; cxema peakilii 6iocunaTesy nporonopdipuny IX ta remy.
CmankoBi mopytieHHs 610cuHTe3y mopdipuHiB, TUITH TOpdipiit



AXKEPENA | WNAXN BUKOPUCTAHHA

AMIHOKMCANOT
- cekpeuis| BIJIKA rE—
10000 T [TIFOKO3A TIrA
50r
biocnHTe3 o-KETO-
Ginkis npoTeonis KUCINOTU = J'III'II,EI,I/I\

AMIHOKI/ICJ'IOTVI AMIHO-
~1007T) KNCNOTKU ATD

KULWLEeYHUK

DiOCUHTE3 HaonuwokK
amMiHoKucsiom
HUPKU

(101K) NMOMNEPEOHVKM



KATABONI3M
BYIMELUEBUX
CKEJNETIB AMIHOKUCHIOT

asaHiH
CEepHH
TAIIHH
IIHCTEeIH
TpunTodan
T l A€HIIHH
nipysar TpunTodan
N . o Ai3HH
CO, ISoASHILEH denirasanin
\ €0: ACHUHH THPO3HH
PEII
! l /\ l
[ J aleTo-
\ ameTHA-KoA ameTHA-KoA
acnaprar (5] " )
acnaparis oKcaAoaleTat
KeTOHOBIi
! / rpat Tiaa
. . 4 x
deninaranin bymapar

THPO3HH LITK

isomuTpaT
rayramat
[2) TAyTaMiH
i apriuin
TPEoHiH

ioHi ia- - MPOAiH
meTiomin > CYEUHHIA-KoA 0-KeTOTAyTapaT p

TiCTHAHH
BaAiH ( J
iZoAeHUIHH 3

npomioHia-KoA

nipyBar,
auetun-KoA,
a-KeTtornyrapar,
CYKUMHInN-KoA,
cymapar,
oKcanoaueTtaTt —
NPOAYKTW KaTaboniamy
aMiHOKMCIOT (BCbOro 6)

Peakuii 1-5 €
aHanIepoTMYHUMM



MeTaboniam amMmiHOKUCHOT

* [IrOKOreH1 aMIHOKMCIIOTH - TiepeTBOprotoThes B IIBK 1
npoMixkH1 Tpoayktu L[TK (a-KI, cyknunin-KoA, dymapar,
[IIOK). uepe3 IIIOK, BUKOpUCTOBIOTHCS B TTIFOKOHEOT€HE31
(ama, acm, TIn, IUTY, IJIH, IIPO, CEp, IIUC, apr, THC, BAJl, MCT, TPE).

* KeToreni aMiHOKHCIOTH — B IIPOIECl KaTa00I13My
TIEPETBOPIOIOTHCSI B A[CTOAIIETAT ( ) a00 anetuii-KoA
(JIei1) 1 MOXKYTh OyTH BUKOPHCTaHI B CHHTE31 KETOHOBHX T1JI.

e 3Mimadi (NIFOKO-KETOT'€H1) aMIHOKHUCIOTH — MPH iX
KaTa0o113M1 YTBOPIOKOTHCS META0OIT HUTPATHOIO IIUKITY 1
aueroarerar (Tpu, ®en, Tup) ado aneruin-KoA (Ine).
BUKOPHUCTOBYIOTHCS A1 CHHTE3Y IJIFOKO3U 1 KETOHOBUX TiJ.




MoKoreHHi (rnoKonnacTUyHi) Ta KeToreHHi (KeTonnacTtu4Hi) amiHOKMCIIOTH

KetoreHHi (2) [nioko- Ta KeToreHHi [nrokoreHHi (14)
V(@ v
I3onenuuH
deHinanaHiH

AnaHiH MeTioHiH

AcnapTat  TpeoHiH
AcnapariH  Banin
[niumH ApriHiH
fnytamat  ricruguu
MmyTamiH

CepuH

‘AueToaueTMn KoA \ Au,eTvm KoA \ Mponiv
LUucreiH
NBK, LI.I,OK a-KT,
cbymapaT CYKUMHIin-KoA
\/

KeToHOBI Tina I NoKoO3a

Tupo3uH




acrnapam

rinmiKoni3

s

geHinanaHiH
MupoO3UH
oKkcasioauemam gbocghoeHosI-
nipyeam
NADH-+H?, mpunmogaH
anaHiH
¢pymapam yucmeiH
i «— CEPUH
: aniyuH
manam A
. CO, < s NADH+H*
: \ 4 ¢eHinanaHiH*
: Mupo3UH
NADH+H™* i3oneuyuH*
Ni3UH
J1etyuH
OKcarso-
|_auemam_> uumpa
maram
isoyumpam
FADH, FADH, NADH+H"*
GTP CO, NADH+H*
co,
CYKUUHaM == CY KUUHIJT- a-Kemo-
yku -C y Kqu $ anymapam
GTP co,
NADH+H*
i3onetyuH* eanymamam
sasliH* nposiH
MemioHIiH* 2icmuoduH

ap2iHiH

KATABONI3M

BYrNELUEBMUX
CKENETIB
AMIHOKMUCNOT

nipyBarT, auetun-KoA,
a-KeTornyrapar,
cykuuHin-KoA, ¢gpymapar,
oKcanoaueTtaT — MpPoayKTU
kKaTaboniamy amMiHOKUCIOT

* aMIHOKUCIOTU
| KETOMeHHI,

| FNIKOreHHi



3arasibHi wnaxm membosnismy
amiHoKucsiom

> JE3AMIHYBAHHS - BigwenneHHs
amiHorpynu Bifi amiHoKucsiom 3
YTBOPEHHSIM amiaky .

» TPAHCAMIHYBAHHS - nepeHoc
amiHorpynu BiA a-amiHokucsiomm Ao a-
Kemokucsiomm (3BuyaviHo Ao -

Kermornymapany)

> OEKAPBOKCUTMKOBAHHS - BigaineHHs CO,
Bifi amiHoKucsiom 3 ymBopeHHam bioreHHUx
amiHIB.



R;—C—COOH +

NH,

Ry—C—COOH ——= Ry—C—COOH +

O

TPAHCAMIHYBAHHA (NEPEAMIHYBAHHA

R;—C—COOH

O NH,

TpaHcamiHyBaHHAA — peakLuis nepeHocy a-amiHorpynu 3 AK Ha a-
KETOKUCIIOTY, BHACMNIAOK YOro YyTBOPHETLCA HOBA A-KETOKMUCIIOTA | HOBa
AK.

[lpouec TpaHcaMiHyBaHHA 3BOPOTHIW, MPU HbOMY 3arasibHa KifibkicTb AK B
KIMITUHI HE 3MIHIOETbLCS.
Peakuil katani3ytoTb amiHoTpaHcdepa3un (ix onmseko 10 y noguHn),

KodbepMeHTOM sknx € nipugokcanbdocdat (IMAJIP) — noxigHe BiTamiHa
B6 (nipnaokcuHy).

CH,

COO”

ejifymamam

CH3

nipyeam

CH,

COO”

a-Kemo-
anymapam

CHs

AJTAHIH




HAE3AMIHYBAHHA
AMIHOKUCJIOT

— peakxii BIAMEIeHs a-amiHorpynu Big AK,
BHACJ1JOK YOT0 YTBOPIOETHCS BIAMNOBIIHA O
KETOKHCJIOTA 1 BUALISETHCS MOJICKYJIa aMI1aKy.

Jle3iIMIHYBaHHA OyBae:
A. npamum

b nenpamum



Buaun npamoro
Ae3amMmiHyBaHHA AK

OKHCHE;

HEOKHCHE;
BHYTPIIIHbOMOJIEKYJISIPHE;
B1THOBHE;

T'1IPOJIITUYHE.



OKncHe ge3aMiHyBaHHA

B ¢i31050r14HMX yMOBax NpsIMOMY OKHMCHOMY J€3aMIHYBAHHIO M1JJIATA€E
TUIBKH TJTyTaMIHOBA K-Ta

[ nyTamatgerigporeHasa ([ny-AIN) mictnte 6 cydoanHmub

OnTuMm. KaTtaniTuy. akTUBHICTb NpW amMmiHyBaHi B Mmexax pH 7,5-8,5, npu
aesamiHyBaHHi 8,5-9,5

aKTMBHA B MITOXOHAPIAX KIMITUH NPaKTUYHO BCUX OpraHiB, KpiMm M's3iB



OKUMCHE BE3JAMIHYBAHHA

H i
R—C—COOH 2H e R—C—COOH HOH R—C—COOH + NH;
NH, NH ®

OKucHe ,ﬂe3aMiHyBaHH$I npoxoaAnTb ABOMa WWIIAXaMMU.

o-amMiHoKucroTa ®AL H,O,

o-KeToKucrioTa ®AOH, O,
NH;
KOodbepMeHT
o-aMiHOKucrnoTa H(|||3 rmyTamMmiHOBa Kucrnora HAO*
O
o-KeTokucnora NH, o-KeTornytapart HAOH + H*
HéH NH,

|
KopepMeHT




Okcuoasa L-amiunokuciom
B nieuinin 1 Hupkax € okcugasza L-AK, 3marna aezaminyBatu aeski L-
AK:
O,  H),0 H,O NH;
e O Da A9

R—C—COOH ——» R—C—COOH ———» R—C— COOH

I \

H L-1 énedaca

Ontumym pH oxcupasu L-AK 10,0, akTUBHICTE (PEpMEHTY ITYKE
HHU3bKa

Oxkcuoaza D-aminoxuciom

BUSIBJICHA B HUPKAX 1 IEY1HIII onTUMYM pH B HEUTpabHOMY
cepenonull. IleperBoproe yrBopeHi 13 L-amiHokucior, D-
AMIHOKHCJIOTH B KETOKHUCJIOTH.

H OAA 0
1 1]
R— C— COOH U—» R— C— COOH u C— COOH

| |l R
NH2 D-T éﬁéaégé NH




HeokucHe oe3amMmiHyBaHHSA

B nedviHui noguHn NpucyTHI cneuniyHi
ninpuaokcanbdocgar3anexHi PepmMeHTH
cepuHAaerigparasa, TpeoHiHAaerigpaTa3sa, sKi KatanisyloTb
peakuil HEOKMCHOro ge3amiHyBaHHS aMiHOKUCNOT CepUHa i

TPEOHIHA.



BHYTpILWHbOMONEKYNsSApPHe
Ae3aMiHyBaHHSA

BHYTpILUHbOMONEKYNApPHe [Oe3aMiHyBaHHA XapakTepHe
Ons ricTUguHy.

Peakuito kaTanisye eicmuda3sa (rictmguH-ammiakniasa).
LIs peakuisa npoTiKae TiNbKX B MediHu| | LWKIPI.



Henpsame pe3amiHyBaHHA AK

IPOTIKAE B 2 CTaAll 3 YYACTIO JICKIJIBKOX (DEPMEHTIB.

xapakTepHe s OuIbocTt AK, Tak sIKk BOHM HE
3IaTH1 JI0 IPsIMOIo A€3aMIHyBaHHS (HEMae
(b€pPMEHTIB).

Ha nepmuiy craail B1gOyBaeThCs 0gHA a00 JIEK1JIbKa
pEeaKIli epeaMiHyBaHHS 3 YYaCTIO
aMiHOTpaHC(epa3, BHACI1IOK Yoro amiHorpymna AK
EepEXOUTh Ha KETOCIONYKY (a-KI', IMD).

Ha apyriu cragii Bi10OyBa€eThCs peaKkiiis
Ae3aMIHYBaHHS aMIHOCIIONYKH (T1y, AM®D),
BHACJIIJIOK YOI'0 YTBOPIOETHCS aMlak.



Henpsame Ae3aMiHyBaHHSA

Henpame gesamiHyBaHHA AK BiobyBaeTbCca npu yyacTi 2
doepMeHTIB: amiHoTpaHcdepasu | rny-l.

B M’A30Bin TKaHWHI | HEpPBOBIW akTUBHICTbL rMy-LAI" HU3bKa, ToMy npu
IHTEHCMBHOMY (PISUMHOMY HaBaHTaXeHHI (PYHKLIOHYE Lie OAUH LUNax
HenpamMoro gesamiHyBaHHS 3 ydacTio uukna IMO-AMO.



HENMPAME BE3AMIHYBAHHA (rpancpesaminysanns)

g BINIKU
6: b T

1) AMIHOKWUCOTH
Llnkn ce4yoBMHM

& 0-KeTo-
@ rnyrapar

NADH

rmyramar- aMiHoO-
aerigporeHas TpaHcoepasa
NAD*
rnyrtamar

/- 0-KETOKUCIIOTH \

Xupu Ta
C C ﬁ
KeToHORBi Tina rMroKo3a OKUCHEHHS




OpraHocneumndiyHi pepMeHTH

AJIT: ama+ o-KI' < [TIBK + iy
JTOKaJI13yThCs B IIUTO30J11 KJICTHUH MEYIHKH 1 M1OKap/a.
ACT:. acn + a-KI' < YK+ my

Ma€ I[UTOILIa3MaTUYHYy 1 MITOXOHJIp1aibHY (hOpMHU. MICTUTBCA B MIOKap/Il 1
MICY1HITI.

koedimieHt ge Pirica= ACT/AJIT =1,33 £0,42

[Ipu 1HpapkT1 Miokapaa akTuBHICTE ACT B KpoBI
301uIb1IYeTHCS B 8—10 pasis, a AJIT — B 1,5—2,0 pa3u,
Koe(1I1€HT g€ PiTica p13K0o 30LIBITYETHCH.

IIpu renarutax aktuBHICTH AJIT B cupoBariil KpoBi

3011bIyeThCs B - 8—10 paziB, a ACT — B 2—4 pa3su.
Koediient ae Pitica 3umxyeTbes a0 0,6.



BIOJIOT'TYHA POJIb AMIHOTPAHC®EPA3

1. JIy*e akTUBHI 1 pO3MOBCIO/I>KEH] B TKAHUHAX (PEPMEHTH,
oco0mBo AcAT 1 AAT

2. BHaca110K iX 11 yTBOPIOIOTHCS 3aMIHHI aMIHOKHUCJIOTH
ana, acll, 1 - NIyTaMiHOBA, €IMHA, SIKA MIAJISArac
IPSAMOMY OKHMCHOMY J€3aMiHYBAHHIO

3. Cnocib yTBOpeHHS O-KeTOKHUCIIOT 13 AK 0e3 mpoayKilii
aMiaka

4. IloyaTkOBUH €Tall IIOKOHEOTeHE3Y 13 IIoKoreHnx AK.

5.BuszHadenHs aktuBHOCT1I ACAT 1 AnAT B KpoB1 Mae
I1arHOCTUYHE 3HAYCHHSI



[lekapbokcmntoBaHHS

* Ile npoluec BIAMICIVICHHS KapOOKCHUIBHOI1
I'PYIIM B1JI aMIHOKHCJIOT.

Peakiiro KaTraji3yroTh J1a3U, IK1 B SIKOCTI

KO(pepMeHTa MICTITh aKTUBHI ()OpMHU BlTaMlHA
B6 (ITAJID).

HaliO1ab11e 3Ha4€HHSI MIOKOTh PEaKIIl
YTBOPEHHS O10r€HHHUX aMIHIB.



* bloreHH1 aMiHM, 10 YTBOPUJINUCS IIPHU
AECKApOOKCUIIOBAHH1 aMIHOKHMCIIOT, TOCHUTh
4acTo € 010JI0T1YHO aKTUBHMMH PEYOBHUHAMM.
BoHM BUKOHYIOTh (PYHKI[1FO HEHMPOMEA1aTOPIB
(cepotoHiH, fodgamin, AMK), ropMOHIB
(ampeHaH, HOPAJAPECHAIIIH), PErYISTOPHUX
(bakTOP1B MICIEBOI Ji1i (T1CTaM1H, KAPHO3HH,
CIICPMIH)



Peakuil yTBOpeHHSA
OioreHHuUx amiHiB

CepOoTOHIH YTBOPIOETHLCA I3 TPUNTOdAHY B
Ha,EI,HI/IpHI/IKaX, LIHC | onacucTtux knitTuHax.

NH2 NHZ
Hy | H, |
@C e C CHTCOOH " N\ T
N
HZO H H
odei of oai |AA0|2 | ARG 5-7éfieodei of oai nast of i ei
0 &i -2 407 efdeaca A&eadai eréeaca

CepoToHiH —30yannBmnn HenpomeaiaTop cepenHix Bigainis MO3Ky |
ropMoH. CTUMYIye CKOPOYEHHS rnagkol MycKynartypu,
BA30KOHCTPUKTOP, peryntoe AT, Temnepatypy Tina, guxaHH4,
aHTUOENPECCAHT.



ITAMK yreopioeTbes i pyitHyeTbest B TAMK-wyHTi LITK B
BULLMX Bigainax Mo3ky. BiH Mae Oyxe BUCOKY KOHLUEHTpaLito.

NH., CO, NH.,
H2 H2 I _/\ H2 H2 I
HOOC — C— C= CH— COOH ——> HOOC—C— C— CH,
Ge60al 40 &GO Al A0 adeadaTereeaca  AAT E

FTAMK — ranbmiBHUIN HeEMpomeaiaTop (NigBULLYE NPOHUKHICTb
NOCTCMHANTUYHUX MeMOpaH ansa K*), niaBuwuye amxansHy
aKTUBHICTb HEPBOBOI TKAHUHW, NOKpPaLLYy€e KpOBOOBIr rofioBHOro
MO3KV.



| ICTAMIH yTBOPIOETLCA B ONACUCTUX KINITUHAX
| eHTepoxpomaddiHOMOAIOHNX KNITUHAX LUSTYHKY.
[lpnmae ydacTb B IMYHHUX, anepriyHmnx
peakuisaX, akTUBYE CEKpeLLit0 CONMAHOI KUCMOTU B
LLINTYHKY.

NH, NH
H, |
\ \C-CH—COOH CO, \c c:H2
H\ 3 i éa‘i-
& 53630847 M 6aca



HodamiH — HenpomeaiaTop cpegHbLOro
BIAAINY MO3KY

C02 H,
ORd7 cdf —= HO H,C- CH COOH —> HO H,C— CH2
AT O A-a88adai éfééaca

Al OA Al dai ei

JlobaM1H yTBOPIOETHCA B MO3KY Ta MO3KOBIM PEYOBHHI
HaJHUPHUKIB (peH — tup — JJODA — nodamin).



3HEeLWKOIKEHHA DIOreHHMX
aMIHIB
* Bennka KUJIBKICTE MOHOAMI1HIB
IHAKTHBYIOTBHCSI aMIHOOKCH 13010
(MOHOAMIHOOKCH 13010, "MAQO")
[UJIIXOM JAe€3aMiHYBaHHS 3

OTHOYACHUM OKHCJICHHAM B
aJbJACriIM 1 YTBOPEHHAM aMiaKky.



CneyianbHi Wnaxuv
obMiHy amiHokucsiom



ObMiH apomammyHMx amiHoKUCSIom
(peHinanaHiHy i mipo3uHy)

»> OKUCHeHHs A0 KiHyeBux npoAyKnB i3
po3pusom sapa.

> YhnBopeHHs nirmeHmis (MenaHiHW -
3a6apsriForomb BOSIOCCA, LWKIiPY, CIMKIBKY
oKa).

> [HexapboKcunroBaHHs i3 ymBopeHHIM
bioreHHUx amiHis (Hanpuknaa,
gpeHineminamiH, mipamiH).

> YimBopeHHs ropmoHis [wmonoAibHoiT 3as103u
(mpokcuH), HaaHupHUKiB (aapeHaniH)].



Cxema ObMIHY:

. . T p-OKCHGeHIn
(QeHinanaHix uposuu nipysar [OMOTeHTH3NHOBA
7 Mepoan. KMCNOTa
|/\\ ’ Hyeauua OH g, H,0 OH
/ Tel ; \ \—/L
Parapo-  pyrinpo - |
CH:  Gionrepun ﬁfom‘éguu CH; / €O, HO CH,
yr=hhy C" NH; CH, COOH
|
COOH COOH C=0
MNepeami- : / \
COOH
HYBaHHA COOH CH,
|
THPOKCHH nomn CH =0
TpUHOATHP OHIH \ l(I:H ('IH;
_ | COOH
. ohamiH COOH
9”2 deHinnipysar MenaHiH ﬂ \ dymapar Aueroouerar
CH-NH,

HopaapeHaniu
COOH Anp eHaniu



[lopyweHHs obMiHy gpeHinanaHiHy i
nMpo3uHy Wy,

QPeHinkemoHypis, abo . - By
eHinniposuHorpaaHa onirogpeHis M
?CJDKY) - ye maxKe 3axBOPFOBAHHA,
BUKSIMKaHe Ae@iyumom gepmeHTty
peHinanaHiHrigpokcunasy, Lo
npussoaumb fo b6riokaan
nepemBopeHHa @eHinanaHiHy Ha - [
NMpo3UH, BUHMKAE HAKOMUYEHHS B cereinse
OpraHismi geHinanaHiHy i npoayKmis
uoro nepemsopeHs: eHinnipysany,
geHinnakmny i geHinayemamy. bes
NiKyBaHHA, NpU3BOAATL A0
po3ymoBoi Bigamasiocm.




PKY

> Ynepwe onucaHa O. ®PenniHrom y 1934p.
> Cnaakosa xsopoba 3ymosrieHa Aegpernom
reHa gepmeHMy eHinanaHiHrigpokcuiasuy,
o 3HaxoAUMLCA Ha Aosromy nsedi 12 xpomocomu

(129 22-24) i ycnagkoByembcs 3a aymoCoOMHO - peyecuBHUM
minom.

> 1 3 50-70 nrogevi € Hociem reHa @eHisikemoHypi.

> 3yampiyaembca npmubnnmsHo 8 1 ocobu Ha 15000
HoBoHapoAXeHUX. Ane Yaamoma 3axsBoproBaHoCMi B
pisHux nonynayi siapizHaemeca: 1:2600 y TypeuyduHi;
1:4500 8 IpnaHaii; 1:30000 y Llseyii; 1:119000 8
SAnoHi.

> Bigomo kinbka qopm PKY (pospisHarombcs 3a maxkiano).

Phenylalanine hydroxylase
protein consisting of 4 subunits



NH2»

I
@» CHz CH COOH HO—@- CH, CH COOH

H20

Phenylalanme Tyrosine
Phen atamne \
hydroxyiase
JB
Dlhydropterldlne
Phenylpyruvate reductase
CHo—C — COOH BH4 - Tetrahydrobiopterin
Il BH2 — Dihydrobiopterin

O



Hacniaku rinepgeHinanaHiHemii

> B Hopmi piBeHb qpeHinanaHiHy B kposi - 180 mmonb/n
(3 mr/an) abo meHwe.

> QeHinanaHiH He po3lensIroembCsa, a HaKonMYyembes i
nepenBoproembca Ha eHInnipysam, geHinnaknam i geHinayemm,
AKi BUABNArOMbCA B cedi. B Hopmi AaHi peyosuHU He
ymBOPLOFOMBCA.

> Ui cnonykun BuKnukaromb nopyleHHs CUHMe3y MIENiHy,
npaHcropmy amiHoKuciom Kpisb remamoeHyegasnidHuiA 6ap'ep,
3HUXEeHHs piBHA HeuipompaHcmimepis (KamexosiamiHis,
CepomoHiHy), MOKYUYHO Aitamb Ha HepBOBY CUATEMY.

> Bce ye npussogumb A0 BUpaXeHOro 3HUXeHHS iHMesienny .
AumirHa 3 OKY Burnagae npyu HapoaxeHHi 340poBoto.
BinpamBaHHa ncuxidyHoro po3sumKy moxe Biabysamuca nocmyrnoso
i amamy oyeBUAHUM Sulle Yepe3 Kinbka micayis. BamHosneHo,
wo 6e3 nikysaHHa AummmHa empadae 6nmsbko 50 6anis IQ Ao
KiHYs neplworo poKy Xummm.



Os3Haku PKY

> Ceimne Bosiocca i 6nakumHi odi
(HesocmanHii cuHME3 MenaHiHy)

> Ceya i nim marome "muwaumma’”
3anax

> CXunbHiam Ao AepmammiB, cyxa
WwKipa

> lNigsuweHa 36yanusiam, cyAoMHUU
cUHApom

> AucnpomeiHeMmia, reHepanizosaHa
rinepamiHayinemisa, KomneHcoBaHUU
memaboniyHu aymgos

> Posymosa sigamniam ( 657% -
Baxka, 31.87% - nomipHa ma 3.27%
- nlerka )




HiarHoamyHi kpumepii

> BusHauveHHa pisHA (peHinanaHiHy B8
KpoBi. CKpUHIHIr-TecT NpoBOAUTLCS
He paHiwe 3 Aobu nicna HapoAXeHHs.
B Hopmi no 2,2 mr/an.

> MixkpobionoriyHui Tect laTpi.

> Peakuia EeniHra (3abapeneHHs cedi B 3eneHUA Konip Npu
AOAABAHHI Kinbkox kpanenb 5-10% po3uuHy xnopHoro
3ani3a (FeCl;) Ta ouroBoi kucnortu).

> BusHaueHHs exckpelii peHinnipyeaty 3 cevero (po 1-2
r/poby) 3 10-12 aHa xuTTA.



JlikysaHHa PKY

XBopum i3 nepwmx micayis xummm npomarom 5-8 pokis
npusHavaembca crneyiasibHa Aiema, WO BUKIIFOYAE
geHinanaHiH. I3 xapuyysaHHa AUTMHKU HeobxiaHO noBHICMO
BUKNOYU™ M'aco, puby, amysa, xnib, ne4yuso, Kali,
rpubu, ropixu, wokosnan, cup. MeHro nosuHHo cknaaamics
i3 npoAykmiB 3 NiABULLEHUM BMIANOM BYrfieBoAiB, Xupis m
BKSItoYamy baramo pyKMiB i oBouYiB.

BkasaHe piemmudHe niKyBaHHA cripysie nonepeaxeHHro
po3BUITKY iHMEJsIeNyasibHOI HeAoamamHoami.

CneyianbHi NiKyBasibHi NPoAYK Xap4yyBaHHS ;’/\n 5 ¢§

5 E 3
ans xsopux Ha ®KY. Lli npoaywmu E Anamix S
BUPobNAFOMbCA HA OCHOBI rigposiisamy KaseiHy E
abo cymiwi amiHokucniom: JlogpeHanak, ﬁ

geHin-@pi, HogpenaH, TempageH ma iHLWi.



AnbbOiHI3M

AnbbiHi3m - Bpoa)KeHa BiacymHiam abo
HefocmamHiamns gpepMeHmy MUpo3suHasu, KU
3abe3neyye cuUHME3 MenaHiHy, Lo MpU3BOANTL A0
pO3BUNTKY Pi3HOMAHITHUX KNiHIYHUX PopM anbbiHi3My .

> 3axsoproBaHHa onucaHe y 1959p.

> AnbbiHism 3yarpidaembca 3 Yaamomoto 1 Ha 10000-
20000 muc.

> YcnaaKyBaembca 3a aymoCoMHO -peyecUBHUM MAMOM.

> [eH nokanizosaH Ha gosromy nnedi 11 -7
xXpomocomu.

> Buainaromb momanbHUA, HenoBHUA i YacmKosuM
asibbiHi3M.

7 CH —COOH HO CH;—CH— COOM . R
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O3Haku anbbiHismy

> HenirmeHmuyia wkipn, sosoccs,
odyeu, HesasnexHo Bif pacy i BiKy

> Llkipa He nianaembcs sacmasi, y
XBOPUX J1erko BUHUKAFOMb COHAYHI
oniky, cxusibHIiame A0 3N108KICHUX
HoBO ymBopeHb

> Bonocca 6ine abo xoemysame

> Yepes siacymHiame nirmeHmy 3iHuyi
34arOMbCA YepBOHUMU ) g

> CBiMo6os3Hb, noripuweHHs 30py A W i

» IHmesilewn makux xsopux 4daamiwe
HOpMASIbHUU.







AnKa rMmoHypis

AnKarmoHypia - piakicHa BpoaXxeHa aHomaslis o6MiHy,
AKa XapaNmepusyembcsa BUAISIEHHAM I3 cevero
romoreHWI31HOBOI KuUcsiomu.

B npoyeci nepemsopeHHs mupo3uHy, Ha piBHIi ymBopeHHs
romoreHM3nHoOBOI KUcCJsiomM, BHAcnifok Aeqiyumy abo
3HUXEeHHS aKTMBHOCM OKCUAA3U FOMOreHT3UHOBOI Kucsionm
BUHUKAE pepmeHTHUIA 610K.

Kucnoma Hakonudyembcs B KpoBi i cedi, oKUCHFOEMbCA
nepemBoproembCca Ha MEMHO -KOpUYHEBUIA nirmeHM -
aJIKarmoxXpom.

Ceya npu amosaHHi Habysae memMHo-4YepBoHoro Kosbopy. Sk
mimyacose aBulLe asiKkarmoHypis crocmepiraembca npu
asimamuHosi C.

Onucas y 1909 p. A.lappoa.

Oxcujgasza

FOMOreRTHIMHORO I él, (i‘ (I‘ (,/
EUCIAOTLI " % s =L
'l/ ~ 0 .

HO OH

CH,COOH O

FomoremTasurOBaNA Maneunnaueroy KcycHas
KHCJIOTAa KHCJIOTAa



OsHaku ankarmoHypil

> [omoreHMm3unHoBa Kucsioma i3 Kposi nompansise
A0 XpALWOBOT MKAHUHMN, CYXOXWIKIB, 3B'A30K, .
iHTMMM aopmy, BHAcnifoK Yoro mym 3'asnsrombea |
nmemHi nnamu (oxpoHo3) - ix BUAHO 330BHi B B
AinaHyi syx, Hocy, Wik, Ha cknepax. IHoAi
criocmepirarombca MAXKI ylwKoaXeHHs cyrnobis.

> 3axsoproBaHHA moxe 6ymu susssieHe npu
AocnigxeHHi cedi. [pu goaasaHHi nyris
BUHUKAE i nomemHiHHa. [1py cmoaHHi Ha noamp:
abo npu AoAABAHHI po3YuHy xsnopuay 3aJiisa
(III) ceua 3a6apBrroembCa B MeMHO-CUHIUA Konip.*
Lli 3miHW nosacHorombca oKUCHeHHAM
roMoreHM3UHOBOT KUCJIOMA 3 YMBOPEHHAM B HilA
anikarmoHy (MoU, WO <«<3axXOnJIFOFOE J1yru>).

> JlikysaHHa cumrmomammyHe.
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TuposuHemia, abo rupasun
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TuposuHos N

> 3yarpidyaembca piako.
XapaKnnepusyenbca MAXKUM ypaxxeHHIm
neJiHK i HUPOK.

» KniHiyHo : mokcuko3som, posnaaamu
PYHKYIT WIYHKOBO -KULIKOBOIo Mpawy,
Habpakamu, acyumom, remoparidyHUm
cuHApomom, 36inbleHHIM nediHky i
cenesiHku, paximonodibHUmu smiHamu
KiamkoBoi cuamemu.

> [1amomopgonoriyHo: ANPy3HUM
yuposom neviHkU, Annamyiero
HUpKOBUX KaHasibyis, ANANPOQIELO
ocnpisyis NiAWSYHKOBOT 3as5103U,
paximAYHUMK 3MIHAMU KiaTKOBOT
NKaHUHU.

> porHo3 HecnpusminsuiA.

a
»

e |
'




['1apkiHCOHI3M

[lapkiHCOHI3M - 3aXBOprOBAHHSA, noB'a3aHe i3
nopyuweHHaM obMiHy kamexosiamiHis. HYepe3 nopyweHHs
obmiHy [JOPA ma gogamiHy, BUHUKAE ranbMyBaHHS
ymBopeHHs gogamiHy i3 [JOPA B mosky.

Ctecpone) —
HO—O—CHz—CH—NHz L ' i v ki
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HO
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O3HaKku NAapKIHCOHI3MY

HAna napkiHcoHismy xapaxmepHi
HaamynHi cumrmomu:

> m’'a3oBa purigHiam,
> FinoKiHe3ia i mpemop B CrokKof,

> XBOPUA MPUUMAE MOJI0KEHHS
“npoxaya”,

> mana amnnimyaa i “ckymiamn"

pyXxis,
> cumrmom '3ybyamoro kosieca”

[l owkoAXeHHs BUHUKAE HA PiBHiI
YopHoi cybamaHyii Mo3Ky.




Ob6MiH remepoyUKniYHUX amiHoKmcsiom
(mpyrmogpaHy, ricrviauHy)
O6MiH mpurmogaHy
cnz-?u—coo-

. . ) CHz—(':H-COO— rpunmo¢a". HO
TpurmogaH € He3aMiHHOFO AMIHOKUCJIOMOKO i Mo psien W g
nosuHeH 060B’a3K0BO HAAXOAUA [0 OPraHizmy ; "

y CKnaAgi xapyosux rnpoAyKmie, ocobnmso D _ SO
MBApUHHOIro roxoAXeHHs (m'aco, akys, -
MO.HOKO). e, Suonmepii Aexapboxcunasa
. o . ‘ oy Mupudokeansghocgham
ObmiH mpurmmogaHy Moxe 3AIUCHFoBaMACS l
KislbKoma WIaxXamu, HaUBAXIIUBILLMMU 3 AKUX € e
YPCHWN |

ymBopeHHsl HikommHoBsoi kucsiomm (simamiHy PP) i Ho CHy—CH
meqiamopa HepBOBOI CUCIMEMU - CEPOMOHIHY . J m rlmz
Sk 6ioreHHWIA amiH, cepomoHiH BNJIMBAE Ha - l Cm:,:w
noHyC rnageHbKor MYCKyJiamypu 6POHXiB, KULLIOK, 2-Axponeun-3-amuodiymapar = = = Auernn-S-KoA | | i o
CYAWH, BUKIIUKAE MiAcUNIeHy nepuamsimKy | e fea
KULWOK, 3BYXYE CYAUHU HUPOK, 3HUXYE Aiypes, '( : ' A
cnpuse 3ynuHYi Kposomeu. : 00 . e
lasHo Bigomo, wo Heamyva mpurMogaHy B b e
Aiemi NPUCKOPFOE PO3BUMOK 3GXBOPFOBAHHS - I< s e
nesiarpu, rMos’'A3aHOro i3 Ae@iyvmom simamiHy iy

A

HALY HAfO*
PP. "



CuHapom XapmHyna (mpurimogaHemis)

Xeopoba XapmHyna - rniopyleHHs mpaHcropmy HenosnapHUX
amiHokucsiom (nepesaxHo mpurmogaHy) B MOHKOMY KULWKIBHUKY
na NpoKCUMAaJsIbHUX KaHasIbysx Heq@poHiIB.

OnucaHo D. Baronma iH. 8 1956 p., y poavwHu Hartnup.
Ycnaakosyembca 3a aymoComHO -peyecUBHUM MUMOM.

Hegewnn reHa SLC6A19 (nokanizosarHuii s 5pl15. 33) Ko.aye
npaHcnopmep HenonapHUX amiHoKucriom B |

HUpKAaxX Ma KULIKIBHUKY .

Yaamoma B nonynayii amHosume 1: 15 000.
Po3suBaembcsa eHaoreHHUA Ae@iyvm
HiKomuHoBO1 KucJsiomu.

"A/l

Cumrmomm: gomoyymmsianb, nennarpono.a:é'Huu BMCUN Ha
BIAKpUTUX AiNAHKaxX mina, amiHoayuAypisa, mo3oykosa amakcis,
Hicmarm, mpemop, 3amMpuUMKa MCUXIYHOro PO3BUITKY .

HAna nikysaHHa suKopucmoByromb HiKOMUAHOBY Kucsiomy .



ObMIiH riamauHy

FiamiauH sBigHocumbCca A0

He3amMiHHUxX amiHokucsiom, “‘""“?{ Lot W‘“‘“
BX0AUML RO CKMaAy " c02 |
6arambox 6isikis mBapuHHoOro 0T Facrasm |
noxoaxeHHs. 3okpema, Yooeamass| S~ o
oro 6aramo B remorsiobiHi, wmsssononpomoncsas AR, (R
Kamanisamopax MKaHUHHOro N T
AUXAHHA - yumoxpomax, a N-bopuumuromyramar T
makox B 6isikax nediHku m HShaner .
Hupok. ImigasosibHe Kinbye N’ <bopmumiHo-H, -conat \_ Tk
richvAuHy BxoAvmb A0 v N

CK‘naAy GWBH“’f qe'ﬂp I8 t‘nyr'amr Ns-cpopuun-H ~thonar

6arambox rigponimYHNX )

(epmeHNB, B MOMy YUCTI (ovew)

ayemuixosiiHeamepasu,
NPUNCUHY, XiMOMPUNCUHY .



[[iammiH

lMpu aexapbokcuntosaHHi niA H,N 0
BMSIUBOM (PepMEHTY . Nl
ricomauHaexkapbokcunasu i3 N Histadine
r I'CITMA.MH)' W:BOPI-QG"‘I:CQ r imPMiH - OH  Decarhoxylase
OAWH i3 Megiamopis HepBoBOi
cuamemu. [iammiH niacunroe N ?“I
ceKpeyiro WIyHKOBOro COKy, B Momy W
yucni conaHoi Kucsnom. BiH NH Ly

nigsuLye MOHyC rrageHbKUx m'asis,

30kpema m'asis manku. Tomy 8

nepioa sarimHocmi KinbKicme ricmamidy

B OpraHismi 3Ha4yHo niABULLYyemMbCS.

BiH makox cnpuse 3HUXeHHIo

apmepiasibHoro MACKy, po3Lwmnproe - n®
CYAUHN, B MO Yac AK GMiHW AesKNX KATUHa
iHWHNX YUKNIYHUX amiHoKuciom

(mapamiHy, mpurmmamiy) nigsuigyroms

apmepianibHUU mick. [iammiHosi o
npenapam 3aamocoByromb AnA &£ AEETE
30yAKEeHHS LWIyHKOBOT cekpeyir, ﬁ
aQHMriaMMIHOBI - ANA 3aro€HHs ﬁ
BUpA3oK, Npuv aneprii, AesKnx

gopmax pesmammsmy, rosiiapmpumy

ma iHWHUX 3aXBOPLOBAHHSAX.

lNcramiH

T

III:IIl—NI-I

Bporxocnaam

lNnepcekpewis
CAu3y

Habpsak

Cuntes
Mefiatopis
FdnNangeHHA

36inbwexHa
CYAHHHOI
APOHMKHOCTI



[iammauHemis

[icmavHemis - 3axXBOprOBAHHSA, MoB'A3aHe 3

AeeNTom ricmmaasn, aKa Kamaslisye oKUCHFOBasibHe
Ae3aMiHyBaHHs riamauHy.

YcnaakoByembcs 3a aymocomHo -peyecuBHUM MUMOM.

Cnoamepiraenbca BupasHe nigsuyLLUeHHA Bmiamy
riammanHy B KpoBi i YaamnkoBo B ceui.

[Miasuwgyembca awmmsHiams mpaHcamiHyBaHHS i
nepemeopeHHs rictvauHy Ha imigasonnipysam,
imiagasonnaknamm im l.qasonaqemcm

[py yivi monekynapHii xsopobi dYaamo
crnioamepiraembca nopylweHHs @PyHKyiv LIHC (3HuxeHHs

iHTESIERTY, NOpYLWeHH MOBJIEHHS, cy.aomu)
Y xsopux csimie Bosiocca, 6naKuHI oui.




ObMIiH cipKoBMICHUX amiHoKucsiom

Lli amiHokucniomm Bxoasmb Ao
cknagy b6arambox 6inkis opraHismy
NFOAUHN, B MOMY YUCITi (pepMeHNB
i ropmoHis. Hanpuknaa, yuaneiH
BXOAUTL A0 QTPYHKTYpU M0s10BUX
pepmeHmis. Big sucokoi
peanmeHocmi monosux (SH-) rpyn
i B3aemonepemeopeHHs yuameiHy B
YUamUH 3aneXumb QyHKYis

epMeHNB i iHWKNX Cronyk.

anpuknag, npu pospusi
yuamHosux (AUCYnb@igHUx)
Miarkis Bmpadyae aNMBHIGTL iHCYIIH,
a MaKoX ropmMoHW rinogisy -
oKcumoymH i BasonpecuH. CepeR
CipKOBMICHUX CroJlyK BaXJsimse
3HaYeHHs mae KogpepmeHn _
npunernmMA raymamioH, AKuu
MicmaTe aHTUBHY CYb@riapynbHy
rpyny, B gepmerm
rrymamioHAeriaporeHasi.

+ +
NH3 Cepun-oxcumemun- NH3
mpancepass J:
(|LH2 PO o HC—CHy— OH
GO0 / €00
INT0.memunes-
Fnvumn oK Cepuu
mmm Memunen-TreK- 1ok
pedyxmasa
N3-memun-TI oK
! H|—CH2—CH2—SH H[ » HC—CHy—CHy—S—CHj
coo~ MemuonuN-cuNmasa €00~
FOMOLMCTEHH Memunkobanamun MeTHOHUH
ALICHO3MH
AT®
Cepuu
S-aneHoaun- € S-aneHozun-
TOMOUMCTENH METHOHUH
CH3
AXMUEHAR MEMUNBHARA 2pynna
Y4acmue 8 peaxyusx MemUMUPOSaHUR
DU CUMMesd A00OHANUNS, XPeaMUNa
gochamudunxonuna
Yuemamuonun-
CuNmMmasa
NupudoKcans. Yucmamuonun-
ghocham nuasa
] Mupudokcansghocgham
S LIMCTATHOMMM » Lincrenu

| ~N

[oMocepuH



ObMiH yuameiHy i ymnamiHy

> YmBoproembca nipysam, KU Taypun ——> Taypoxoneeas
BUKOPUCIMOBYEMLCA ASIA TNIFOKOHeo reHe3y e

abo nignsrae okucHomy / Fryrarvion
AeKapboKCcUNFOBAHHIO. NHg# / _—

> I3 yunameiHy ymesoproembca maypuH, SKuiA Hl_c,,z_ - ey
BXOAUMb A0 CKIIGAY XOBYHUX Kucsiom (I: i ————> BenKu (UMcTHH)
(mypoxonesoi), sigirpae saxnuey ponb B | i

06M”“" I ¢YHKL“”X Cepqﬂ I HepBOBO,. \ KoaN3um A
cuaremu. \ —
> MimBopeHHs cipyaHoi Kucsiomm i3 ymameiHy =\ gochocepran o
BiA6yBaembCa WIAXOM BigLYe NAIeHHS s pisicoing
CipKOBOAHIO, AKNU OKUCHIOEMbCA B I . o
nKaHUHax Ao cipyaHoi kucnomu. CipyaHa B S
Kucrioma BUKOPUCIMOBYENBCA AN CUHME3Y » »
NapHUX CRoJslyK B feYiHyi 3 moKCuyHumm 1 . "I o

peyosuHamu, SKi yYmMBOprOFOBCA NpU rHWTM .
6inkis B moBcmivi KUWYi, a MAKOX ANA
CUHME3Y MYyKoroJlicaxapuais.

> I3 yuareiHy ymsoproembcs
MmepkarmoemmnamiH (mae mionosy rpyny) -
CKNagosa YaammHa KoeHsumy A.



HOOCM N._ COOH

NH, N0

Glutathione

J

rJ'IyTaTiOH Ha3nBakOTb «rOJIOBHUM aHTUNOKCUOAHTOM»



bionoriyHa ponb rmyTaTioHy

3axucT BiJl aKTUBHUX (DOPM KHUCHIO;

y4acTh B MIEPEHOCI aMIHOKHCIIOT Yepe3 MEMOpaHy KIIITUHH;
BIJIHOBJICHHS TUCYAb(D1THUX 3B’SI331B;

BJIMB Ha aKTUBHICTh cpepM.EHTiB;

[1ATPUMAHHS ONITUMAJIbHOTO CTaHy Oi0MeMOpaH;

y4acTh B METa00JIM1 KCEHOO10THKIB

010CUHTE3 JICUKOTPIEHIB



LinamHypis

LictuHypia - aHomania obmiHy
UMCTUHY i umcTeiHy. TTpoaensaeTtbes
NiABULLEHUM BUAINECHAM i3 ceuero LIUCTUHY,
Ni3vHy, apriHiHy, OpHITUHY. MPOABNAETLCS
cumntTomamu nienity. LIMcTuH noraHo
PO3UMHAETBCA Y BOAI, TOMY Cnpuse
YTBOpPEHHIO KAMeHiB Yy cevoBUAINbHUX
lwnaxax.

Lle cnaakoee 3aXBOpFOBAHHA i3 rpynu
nepsuHHUX Tybynonariii, nepenaeTbca 3a
AyTOCOMHO - peLieCUBHUM TUMOM.

Bci TMnu uucTuHypii possusarotbca npu
myTauisx reHy SLC3A1. LucTtuHypis
BiAHOCUTbCA A0 NOWUPEHUX BPOAKEHUX
aHOManin: 4yacrtora romosurot 8 6ararbox
eTHiYHuX rpynax cknaaae 1:10000—
1:15000.

B ocHosi natoreHesy UMCTUHYPIT NexuTb
BPOAXeHa eH3umonartis - HeAOCTATHICTb
(PepMeHTHOI CUcTemMu, WO Katanisye npouec
peabcopbuii aMiHOKUCNOT B HUPKOBUX
KaHanbLUaX.




LinamiHo3

LinamHos (cuHapom AbaepranbgeHa-KaygpmaHa -
JliHbsaka)-mynemicuanemHa cnaakosa xsopoba, obymosneHa
HAKOMUYEHHAIM amiHoOKUCIIomU YUAamUHy B J1i30COMax KITMUH,
yaam npuyYmHa cuHApomy PaHKOH.

> Bnepwe onucas AbaepranvgeH 8 1909p.
> [pudnHa - mymayia 8 reHi
CTNS, skuii Koaye YUaTMIHO3UH \ ’
- nlisocomasibHUA mpaHcnopmep. f o
> CnagKkyembca 3a aymoCOMHO - 4
peyecusHUM MAMOM.

> Yaaomom - 1:200muc.




OsHaku yuamiHosy

> Qopmun yuamHosy: HegponamiuHa,
npomixHa ma o4Ha

> Csimne Bosioccs, LWKipa

> 3ampumka pocmy

> KpuamniyHa kepamonamia n
pemuHonamia, gpomogpobisa, cninoma
> CuHapom PaHkoHi (rnroKosypis,
amiHoayuaypis, npomeiHypis,
gocamypis

> [Moniypia, noniguncis i
3HeBOAHEeHHs

> MemaboniyHwi ayuaos,
rinokasniemis, rinogocgamemis

> [inogocgpamemiyHnii paximy aimey i
ocmeomanayia y Aopocrinx

> [inomupeos




Ob6MiH memioHIHy

MemioHiH - ronosHUA AoHamop MemuUsIbHUX rpyn i
cipkn. HesamiHHa amiHoKmucsioma, B opraHismi SIF0AUHU
He cuHMe3syembca. 13 MemioHIHy moxe ymBoprOBamMUCS
yuareid, npome yeu npoyec He3BOPomMHIA I MemioHiH He
MOXHa 3amiHum yuameiHom abo yuamiHom. ANTMBHG
gopma memioHiHy (S-aaeHo3unmemioHiH) 6epe yyaam B
peakyisx mpaHcmemnrosaHHa. [1epeHeceHHa memsibHOT
rpynu Big MmemioHiHy Ha pi3Hi cybampamu o6ymoBriroe
ymBopeHHs b6arambox 6ionoriYyHo aKMIBHUX CrONyK.
MemunbHi rpynu xoniHy, KpeammHy i KpeamiHgocgamy,
agpeHasiiHy, MesiamoHiHy YmBOPLOFOMBCS i3 MEMiOHIHY .

TroK M'cZIi(rJH H AT®
)
N5~CH3—Tr<DK OO + D,

MomoumcTaiH S-aneHo3uNMeTIoHIH

(~5~CH,)
ALleHO3MH X\ R (cyBerpary)
S-apeHo3un- -

[OMOUMNCTEH ‘ St
(METUNLOBEHI

cyberpartn)



O6MiH amiHoKuciom 3 po3raslyxeHum
naHyrorom (nevyuH, saniH, izoneuyuH)

JleviyuH, BaniH, izonedyuH
BigHOCAMbCA A0 aMiHOKUCsiom 3
posranyxeHum snaHyrorom. Bci BoHU
He3aMiHHI ana aroauHU. AmMiHoKucsiomi
6epymb awmMBHy ydacihnb B CUHME3I
6inkis, ocobniBo B M'930BiA MKAHUHI |
BiAirparomb BaXsninMBy poJsib B eHepremyi
ma memaboni3mi HepBoBUX KITITUH.

OcHogHi wnsaxu memabonismy:
> TpaHcamiHyBaHHHS A0 BiAMNOBIAHUX

_a-KemmoKucsiom, Kamaslidyembcs
amiHompaHcepasamu.

> OKucHrosasibHe AeKkapboKCUNOBAHHSA
3 ymeopeHHam ayun-KoA-mioegipis,
Kamanisyembca AeriporeHasoro
po3ranyxXeHux a-KemoKucsiom.

> [HerigporeHysaHHs 3 ymBopeHHAM
a, p-HeHacudeHux mioegipis ayus-KoA.

: NHg*

HC—CHy—CH—CHs
. €00

Tewumn

Y
Aueroauerar

CHa

*HaN (I:Hg *HaN (I:H3
H‘.l,—CH—CH:; HC—CH—CHZ-—CH:;
€00~ €00~

Banuu W3onenums

l TPGHCGMUHUPOBGHUG

Coor BETCTBYIOUHE (1-KETOXUCNOTSI

HALY :
W™ Resudpozenasnmii
KOMANOKC

HANH4 | a-kemokucnom

CoorgetcTaytowne aunn-S-KoA-apups!

OAN
) feaudpozenasni
OA[H

Coorsercrayiowme exomn-S-KoA-admp

{\P-":’Ar\.aamn;ﬂ MH!I-SKOA

AMHHON30BY THpaT Mponuorun-KoA

Auetun-SKoA I /

[ponuouun-SKoA—— Meruamanosnn-SKoA——p Cykumuun-SKoA



XBopoba krneHoBoro cupony

XBopoba cedi kneHosoro cupony (nevymHos) -
nopyleHHs OKUCHIFOBAsIbHOro AeKapboKCcuIIFOBaHHA a-
KermoKucsiom, ymeopeHux i3 BaniHy, i3oneAyuHy i
JNleryuHy, AedeKn AeriaporeHasy a-Kemokucsiom 3
posranyxeHum naHyrorom. B kposi ma ceyi
BiabyBaembca HakonuyeHHa amiHokucsiom 3
po3ranyxeHum JIaHYForom ma MoKCUYHUX MpPoAyKNB
membonismy . .

Ycnaakosyembcs 3a aymoCoMHO -peyecmBHUM -
MAriom. qam 1 :1 Boruc. Chromosome 19

'

. NH» CH3 NHs CHs NHy CH3
'HC—CHy—CH—CH3 HC— CH—CH3 HC—CH—CHp—CH3 !
' COOH COOH COOH
IR 5 R Ut SR SURONNY - .. 5.... S SO U S . Msoneitupn
x-KF Banun-amuno- a-K¥ 5 KT
mpaHcghepasa =
Cny NMupudexcansgrocgpam rny rny
i [ P P |
f(l-—CHz—CH—-CH:, (':—CH—CH3 J—cn—cnz—cm :
. COOH COOH COOH

Cl-KeTonsopangpuar CL-KeTOo- B-Me Tun-ganepuar '

HS-KoA R e HS-KoA
- Oeaudpozeraszneitl Hezudpozenasubtil HQezudpozenasnbill
HAH KOmMNneKe HALY KoMANexe HALQ™ KOMITNOKE
deNemoxucnom [ ~Xemoxucnom m (-Kemoxucnom
HALQH¥H? COj HALJH+H 4" |~ C05 HAOH+H* €O,

. C-KeToMzoKanpoar



O3Haku xBopobu KrieHoBoro cupony

3axBoprOBAHHA XapaKMepU3yembes:
I! \

> HasasHiamwo y ceyi 3anaxy
< LA

> [1pu HapoaxeHHi y Aimeu Hemae
XoaHux cumrmomis, ane be3s
NiKyBAHHA Y XBOPUX BUHUKAFOMb
cepiro3Hi nowkoaxeHHs LIHC. —~

> MoraHuu anemam mnsasiam,
rinornikemis

» bnrosaHHsa, 3HeBoAHEHHS,

KfieHosoro cupony.

e

rinomoHis
> Kemoaywupaos DM%;L\JX/QR
» OniamomoHyc, cyAomu Vs D D

OR VALINE

> [aHkpeamm

> Koma ma pisHomaHirHi
HeBpoSIOriyHI nopyleHHs




Memaboniz nopgipuHis

HC——CH

[MopipuHy - yukniyHi cnonyku, né, tu
ymeopeHi 4 niposibHUMK Kinbysmu, N
38'93aHUMM MiX coboto % Hipon
MEMeHUJIbHUMU MiarKamu. 2
[MopipnHn 3aanHiI ymeoprosanu ol Tl
Komrisiekcu 3 ioHamu memais, Lo sue-C N dech
3'eAHyromeCca 3 amomamu asomy e |
niposibHUX Kineyb. % Ne=ty ¢

MemasnionopipyHu - npocmemyHi * =
rpynu remonpomeiHis:
* [emornobiH
* MiornobiH
* Liimoxpomu

» QepmeH™ Kamnasa,
nepokcuAaasu,mpurmogaHniposiasa.




Emanu cuHmesy remy

> Bsaemogis rniyuHy 3 cykyuHin-KoA 3 ymsopeHHam a-amiHo-p-
KemoaAuniHoBo1 Kucsiom

> [exkapbokcuntosaHHa a-amiHo -p-KemoaanniHoBoT Kucsiomm 3
ymeopeHHam &-amiHonesyniHosoil kucnomm (AAJIK)

COOH COOH ANK CIIOOH
! ANK- -
Cyxumrun-CoA ?H' Cunrasa CH’ CuHTa3a Vi
("akTusHbIn' ('ZH, CoA-SH CH, (l:H,
CyKumHar) C= o (|;-_=o
4 f
- S COA ———L—’ H- C NH; H-C—NH,
' 0 « Mupupoxcans- cotws o
L= o me ocdar
Mywumn { H—=C—NH oo
(.:OOH a-AmuHo-B-ketoagunar  O-AMuHOonesynuHar

> B3aemogia ABox monekysn d-amiHonesyniHoBoi Kucsriomm B
peakyii Aeriapamayii 3 ymeopeHHam nopgobisniHoreHy

COOH COOH
' 1
?OOH CH, 2H.0 (.:OOH (':H,
I 2
H
o B . s
CH; O=C T 1]
e : ANnK- C CH
,ET0O0 H=C-H lneruaparasa qe S
CH; e H_\ / ' b H
)
NH, NH NH,

Mopdobunurorenr
(venocpencreserHHbIR
NPeALEeCTBeHHWK NOPMUPWHa)

Adse monexyns:
d-amuwHonesynuHara



CuHME3 remy

4 monexynst nopdobunnuuorena

Yponopdupunozen | Yponop@upunoaex |
—CuMmasa —CuUHmMmasa
Yponop@upunozen Il
—-KOCUNIMa3a

Yponopguvpunores Il Yponopphupurores |
exapboxcunasza
CO2 4/1 — t\> CO2
Konponopdupnoren Il Konponopdgupurores |
Oxcudasza 1

MporonopdupuHorex IX
Oxcudaza

MNporonopdupun X
FeZ+
-\ ®eppoxenamasa

Nem



[lopyweHHa cuHMe3y remy

COOH A ocTpan

o AP ANIIAR
ANK RernaparasHan nepanaxXduidncs

o o » [\ —— = 1o
o -aervaparaza N NG nesamiiass
2 HzN H A
AMUNHCNEBYNCHOB3A
Kucnota (ANK) nopgotnnnHorex
(N6r) A
P
neeyponop@ipmHoreH
(ynr)
spoxacHHan
IPUTLONCITUMECKAR
Yr-cunraza il
P CH3
CHa P noInHen A
KOXHas
-
YIr-gekapbokcunasa
CH3 CH3 A
P P
xonponczﬁrrj#)p HGneH yponopdupuored Il

—— {(ynr)
ronponopdup#s

KIMr-oxcmnaza

IPATHC- g
noaTRHecKan 3
NEOIONROPPUSKR

CH3 CHs

Bapueraruas

-
NnNr-oxkcupasa deppoXxenaraia
CH3 CH3 CH3 CH3z CH3

2 P P P
npotonopdupurorer (NN npotonopdprH rem



HosonoriuHa
gopma nopipii

Epumponoenuy -
Ha yporniopipis
(nopipis
roHmepa)

Epumponoemuyra
npomornopipis

Epvmponoemuy -
Ha
Konpornopipis

EpumponoemyHi nop@ipii

M pyynHn
nopyuweHHs
memabonizmy

rnopipuHis

Hepexm ypo-
nopgipuHoreH-
III-ko-
cuHMsmn

Heqexm
remcuHme -
masu

Hepexm
Kornpornopgi-
piHoreHokcu -
Aasun

OCHOBHI KniHIYHI
cUumnmomm

Y HosoHapoaxeHux.
Gomouymnusiam.
Hepmammu,
KOHmpaKmypu.
Cknepoaepmis.
Moxnuea cninoma.

FemonimmyHa aHemis.

Mepebir mxkuig, 3
pemicismu

Micna 30 pokis.
$omouymnusiams.
Mepe6ir
A06POAKICHUIA.
linoxpomHa
aHemisa 3 BUCOKUM
BMicmom 3asiiza B

cuposamyi Kposi

$omouymnusiams.
linoxpomHa
aHemis

Epumpoyumu,
YAr 11z, nn
IX, KN IIT

3HuxeHa
OCMOMUYHa
pesuvameHmM™Hiam,
permuKyioymos.
Bmiem YMNIr Ii
KM I pisko
36inbweHU .

®nyopecyeHyis B
Y&-30Hi; smicm
nn Ix —
36inbWweHnIA;
Knr IIir —
36inbweHU

KMnr Iir —
3HayHo, NN IX
— He3HayHo
nigsuleHUA

Ceva, MNB6rl,
YMr III,
AATIK, KMr
IIT

YepsoHoro
Konbopy. BMicm
YAr I, KNr It
pisko
36inbweHuniA

Y mexax
Hopmu

KNr IIr —
He3Ha4yHo
nigsuweHnA

Kan MM IX,
KNr Irr

Bmiem Kl I
3HA4YHo
36inbweHuA

Bmian NN IX,
KMr IIr
36inbweHun
He3Ha4yHo

Bmiam KM T III
i NAr IxX
He3Ha4yHo
36inbWweHun



[leyiHkoBi nopipii
Ceva, MBI, YNNI | Kan NN IX,
ITI, JAJIK, KMTI | KNI IIt

OCHOBHI KniHiYHI
cumnmomum

Epumpoyumu,
YNr III,
nn Ix, Kn

HosonoriuyHa
gopma

M pyryvHm
nopyuweHHs
memabonizmy

nopipii

ocmpa
nepemixHa

nopipis

Ypokonpo -
nopgipis
(ni3Ha
WKipHa
nopgipis)

3miwaHa
nopgipis

Cnagkosa
Konporop -

Qipis

rnopgipuHis

M igsuweHa
anmmsHians DAJIK-
cuHMsu,

3HUXeHa
aKTMBHIaM
yponopgiporeH I
CUHMEM3n

Hegpexm
ypornopgipuHoreH
-Aexapbokcunasu

Heqexm
npomonopgipyvHo -
reHokcuaasn

Heqexm
Konponopipu-
HoreHoKcuaasn,
MiasuweHa
aKTVBHIaM
DAJIK-cuHmemsu

YpaxeHHs Hepsosoi
cuamemu.

Focmpi 6oni 8 *uBomi
Mepeb6ir xpoHidHuiA 3
pemiciamu.

Micna 30 pokis.
Pomouymnusiam.
linepmpuxos.
Mcesaockneponepmis
MopyweHa @yHkyis
neyviHku (KniHika
renamamy).

LLikipHa cumrmomammka
y 4Yonosikis. Y XiHok
no muny MM, ane
KNiHiYHi npossu cnabuwi

$omouymnusiam.
boni B xusomi
linepmeHsis

IIT

Y mexax
Hopmu

Y mexax
Hopmu

Y mexax
Hopmu

Y mexax
Hopmu

3HayHo 36inbweHuA
smiem MBI i JAJIK,
ceuya He 3abapsnieHa
Bmiem KNI IIT
36inbWwWeHUA He3HayHo

YepsoHa; YII III
36inbweHni, Krr
nigsmvweruwa; NI i
AAJIK — y mexax
Hopmu.

Bmiam ATIK i MBT,
KNI III s6inbweHui,
ocobnmso B nepioA
3arocmpeHHs

3abapsneHa B po-
XeBUMA Konip; Bmicm
AAJIK i Nbr
36inbwenud, Krr
ITIT 3Ha4Ho
36invweHund, YNIr —
B Mexax Hopmu

Bmiem NN IX i
KM T He3HayHo
36inbWweHuA

Bmiem NN IX,
KMr IIrr
36inbWweHUA

Bmiem NN IX i
KMNr IIT 3Ha4yHo
36inbweHUA

Bmiem KNI III
36inbWweHnIA;

MM IX He3HayHo
36inbweHUA






LLinAaxu yTBOpeHHA aMiaka

- OKMCHE JIe3aMIHYBaHHS aMIHOKHUCJIOT
-Jic3aMIHyBaHHs Ol10T€HHHUX aMIHIB 1 Q30THUCTUX OCHOB

- BCMOKTYBaHHSI amlaKa 13 KHIIKIBHUKA (JIerpagaris
O1IK1B MIKPOOpPIraHi3MaMH KUILIKIBHUKA IIPU3BOJIUTH 10
YTBOPEHHS aM1aKa)

--T1ApoMTHYHE Ac3amMiHyBaHHI AM® B MO3Ky
(bepMEHT aCHO3UH/IE3aMIHA34)



» KoHueHTpaiis amiaka B Hopmi 11-35
MEKMOJTE/JT



AMiIak MOXXe 3HCIIKOKYBATUCS HACTYITHUMU
CIIoco0amMu:

1) BizHOBHE aMiHYBaHHS O-KeTOLJIyTapara 3
YTBOPEHHSM IIyTamara MmpHy y4acTl
rjayraMaraeriaporenasu (3BOpOTHS pEaKIlisi OKUCICHHS
rIyTamMara):

a — kemoarymapam + NH, + NADH + H" <

<> anymamam + NAD”™

Lla peakuis He mae Bennkoro 3HadeHHs, angd
3HELLKOKEHHA amiaka, xoda BUKOPUCTOBYETLCA A9 YTBOPEHHS
rnyTamiHOBOI KUCMOTWU;



2) YTBOPEHHS aMiia INIyTAMiHOBOI KHCJI0TH — IJIyTaMiHa IIpU
y4acTl INIyTAMIHCUHTETA3M:

enymamam + NH; + AT® <> enymamin + A/[D+ H,PO,

[{s1 peakiiisi mpoTiKae B 0ararboX TKaHWHAX, HO HAWOLIbII BaXKJIMBA J1JIsI
HEPBOBO1 TKAHWHU, OCOOJIMBO YYTJIMBOI 10 TOKCUYHOI J1i amiaka. [ TyTramiHCHHTETa3a
Ma€ BHCOKY CIIOPiAHEHICTh A0 aMiaKy. 3aBAsSKU IbOMY (pepMEHT 3a0e3mneuye
MIITPUMaHHS KOHIIEHTpaIlli aMlaka Ha HU3bKOMY, HETOKCHYHOMY JIJISI OpTaHIMY PiBHI.
Peaxiiist mpoTikae B MITOXOHAPIAX KIITHH. B peakiii npuiiMaroTh
yaacTb kodakrop-ionn Mg2*. [lTyraMiHCHHTeTa3a — peryinsaTopHuii Gpepment. Moro
aJ10CTepUYHUM 1HT101TOpoM € AMO.



3)yTBOpeHHs KapOoomoiadocdara mIsxoMm
koHaeHcamli NH;, CO, AT®, karam3yerbcs
kapoomoiingocharcunrerason I (hepMeHT mie B
MITOXOHAPISIX). L{s1 peakifist mpoTiKae B IEYIHII 1 €
IIOYaTKOBOKO CTAJI1€}0 CUHTE3Y CEYOBUHM:

NH, +CO, +247®+H, 0 &
<~ H,N-CO-PO,H, +24/[®+H,PO,



Pojib amMiaka B HUpPKaX

B HUpKax amiak yTBOPIOETHCS BHACIIJOK T1Ip0oJji3a IIyTaMiHa
(peakiiio KaTa3ye riyTaMmiHaza) 1 Je3aMIHyBaHUs IIyTaMaTa IIpHU y4acTi
rIyTaMaTaeriaporeHasn. BUBOAUTHCS aMiaK y BUIIIS1 10HIB aMMOHIS B
CKJIaJl aMOHIMHUX COJIEH. [OHM aMOHIsI yTBOPIOIOTHCSI BHACIIIOK
B3a€EMO/I11 3 TPOTOHAMM:

NH, +H* <> NH;

YTBOpEHHS 1 EKCKPEIIisl 10HIB aMOHIsI HUPKaMU 3a0€311€4yI0Th BUBEICHHS
npoToHiB. [Ipu anmgo3i 30UIbITY€E€THCA TOTPEOa MIyTaMiHa HUPKAMH 1
B1/10YBA€THCSI IPUCKOPEHHS TIIyTaMIHA3HO1 peakKilli, 38 paxXyHOK 1HIYKIII1
cuHTe3y nryraminasu. [Ipuckopenns yrBopenHss NH, * HeoOxiaHe miis
BUBEJICHHS KUCJIOT MPH allyu1031. 3aBAsiu iboMy 30epiratotbcs ioHu Na*, ski
MOIJIA OW BUBOJIUTHUCS 3 AaHIOHAMU KHUCJIOT.



biocuHTEe3 Ce4OBUHU (OPHITUHOBUHM IIUKJI)

IIpouec engeproiyauu, morpeodye 3 monb AT® nis

CHUHTE3Y OJHIEI MOJIEKYJIM C€40BMHU. CUHTE3 CCUHOBUHMU
B1J0YBA€THCS B MEUIHIII.

3a 100y CYTKH CHHTE3Y€EThCS MPUOIN3HO 25+30T CEYOBHHU.
CuHTE3 CEUHOBUMHM — IUKJIIYHUN npouec. CyMapHe
PIBHSIHHS:

CO, + NH,; +2H,0 + acnapmam+3ATD+2H,0 <
<> ceuosuna+ ymapam + 2(AJD + H,PO,)+ AM®D +H ,P,0O,



2170

2000+ 0y

(n) —— @ AMO +00x -
6 =0
Kapbamonngocpar HO ZHO C\NHQ (IIOOH
®INH, @ (|:H2 Acnaparusosas K-1a
@ ¢—o HC-{NHY]
o | COOR  ¢oon
NH, | |H:N—C—N GH AprHHHHOAHTpHaA K-TA
g HCNH2 (CHp)s COOH
Opuutie HCNH2 | |
¢o COOH HCNH,
OH Unrpynnu (l:OOH
& )/( COOH
(") H,0 l\IIHg @ (":H Oymaposas K-1a
H,N—C—NH, E=nH s
NH COOH
Moyesnna ¢
H
( : 21
HCNH,
COOH
Aprutu

OpHITUHOBUW LMKI.



CUHTE3 CEYMOBUHM

OPHITUHOBUWN LUKII;
uukn Kpebca-l'eHsenenta

AMP+pp, COOH _
P | acnapaziHoea

T:O Kucsioma

NH °°" okcano-| Tov etanu:
NH, s TR auemanmi | -cuhtes a-amiHOKUCTIOTH LMTPYIiHY -
(CHy), GHNH N G ABi peakLijii- NpoxoanTb B MX

COOH (CH);  COOH : ..
C - Il - cMHTE3 a-aMIHOKUCIIOTN apriHIHY-
| e uumpyn’H CHNH 5 p y .
COOH 2 [Bi peakLuii - NpoxoanTb B LUTOMMNa3Mi

OPHIMUH . l1l-CMHTE3 CEYOBMHM — OfHa peakLjs -
dPeSIHIHOCYKUUHam .
o I NPOXOAUTb B LIUTOMNMA3Mi.
5 2 | Masiam | PepMeHTu:
LH f / 1 — kapbamoindocdarcmHTeTasa
(iH ) ”T|_C°°” 2 — OpHiTMHKapbamoinTpaHcdepasa
273
HC——COOH _ T
HZN_E_NHZ Lo by Mapam 3 apr!H!HocyKumHaTC|./|HTeTa3a
(|:OOH 4 — apriHiHOCYKLMHaTMia3a
CEYOBHHA apeiHiH 5 - apriHasa




MexaHi3M TOKCUYHOI Ail amiaKy

AmMiak — TOKCM4Ha crniofiyka. HaBiTb He3Ha4yHe nigBULLLEHHS UOro
KOHUEeHTpauil HebnaronpuemMHo Aie Ha opraHi3m, i, nepw 3a Bce Ha LIHC.

NMKOKO3a
b N B0 N+ OF e R = -

NBK 1

JOK e oo g
L oum v NH3
: ...... GKF Fﬂy A—»T [MH =)

102"’1 \ l \erMK
l e TpchaMIIyBaHHﬂ -




Na*

/.

NH,*

/ N\«

NH;+ H,O =—» NH,* + OH"

| TpancMemOpanuii mepenic Na*™ u K, KOHKYpy104H 3 HUMH
3a iOHHI KAHAJH = | MPOBeAEeHHSI HEPBOBHUX iMIYJILCIB.

* HusbkKi KOHIEHTpAWil aMiaKy CTUMYJIY€E TUXAJTbHUU
LEHTP, a BUCOKI — NIPUTHIYYIOTb.



I'inepamMmMoHiemii

BUHUKAIOTh BHACIAOK MOPYIIEHb (DYHKI[IOHYBAaHHS OPHITUHOBOTO ITUKITY —
TOJIOBHOTO NUISIXY 3HEHIKOXKEHHS aMiaKy

Kitacudikaris
CnankoBi (II€pBUHHI)
HaOyT1 (BTOpHYHHI)

[TpyrunHamn

CnankkoBi opMU TimepaMMOHIEMIT BUHUKAIOTh BHACHIIOK T€HETUYHOTO Ae(dexTy hepMeHTIB
OPHITUHOBOTO IUKITY. CyIpOBOIKYIOTCS MOPYIIEHHSIM PO3YMOBOTO PO3BUTKY.

HalyTi (BTopu4HHI) TinepaMMOHIEMIi PO3BUBAIOTHCS BHACIIIOK 3aXBOPIOBAaHb MEUYIHKH 1 BIPYCHUX
ingexuii. Hacminxom nedexty hepmMeHTy € HaKOIMYCHHS CyOCTpary JaHOrO hepMeHTy 1 HOro MONePeHUKIB,
SIK1 3/[IICHIOIOT TOKCHYHMI BIUIMB Ha opraHisM. Hampukiaz, HenoctarHicTs kapbamoiipocdarcunrerasy I
BEJIC 10 HAKOIMYCHHs amiaKy. ITiIBUIICHHs KOHIICHTPALlli aMiaKK MOXe BHKINKATH IPHIAJKH 3 BICPATOIO
CBIZOMOCTI, CyfoMH, 30ykeHHs, OnroBoty. Hanpukiax, Ha GoHI Ha/IMIIKOBOrO BMICTY Oiika B DKi abo mpu
KHUIIKIBHUKOBIM KPOBOTEYl MIKpO(hIIOpa KUIIKIBHMKA aKTUBHO MPOYKYE aMiaK, IKUii 30aTeH [EPEXOIUTH B
KPOB BOPOTHOI CHCTEMH. SIKIIIO Y XBOPOTO € CYNyTHIN IUPO3 NEYIHKU (IIPU AKOMY PO3BUBAIOTHCS KOJLIATEpali
MDK BOPOTHOIO BEHOIO 1 BEJIMKUM KOJIOM KPOBOOOITY), TO PO3BUBAETHCS TiepaMMoHieMis. BipycHi iHpekii
MOXYTb MPU3BOIAUTH 10 3HIDKCHHS CHHTE3Y (DEPMCHTIB OPHITHHOBOTO LIUKILY i, B PE3yJIbTari, 10
rinepaMMOHIEMI].



I'IopyLueHﬂ CNHTE3Yy CEHOBUHU

kapoamoindocharcuaTeTa3A

* NH,
KapOaot

F >

—

KapOaMoLIOpHITUHTPaHCcpepas3a

* TrimepaMMOHIieMIs HATPYJLI1H

. HUTPYJLIIHEeMIsA apriHiHCyKIMHATCHATETA3A
. aApr1HIHCYKIIMHAT
- APTIHIHCYKIMHATYPIAVY aprinincysmmmaraiasa

° apriHiH

- APriHIHEMIA  aprinasa



ApriHIHCYKLUUHATYPIA-
6rok apriHiHCyKuMHaTnia3un

ApPTIHIHCYKIIMHAT —>apridiH + @ymapar

HanOuib1n 4acTo 3yCTpI4aeThbCs TaHe 3aXBOPIOBAHHS B
[IAKJI1 CECHOBUHU

[Ipu rocTpOoMy MPOTIKaH1 B IEP10]] HOBOHAPOIKEHOCTI
—IOTaHE CMOKTaHHS, COHJIMBICTh, IIPUCKOPEHE
IUXAHHA, PECIIPATOPHUM AJITKAJIO3

B migocTpin (hopmi — rinoTpodis, 3aTprUMKa
[ICUXOMOTOPHOTO PO3BUTKY, CYIOMH, TPUXOTUCTPOPISI.
J{IarHo3- maBUIEeHA EKCKPELIs apriHIHOYPIITHHOBOI
KMCJIOTH, 3HH>KEHHSI aKTUBHOCT1 (DEpPMEHTA B
JICUKOLIMTaX, B OloITaTax MEeY1HKU



* ObMIH KPEATHHY,
KPEATHUHIHY




CuHME3 KpeahmHy
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CuHME3 KpeatmHy

Kpeatut CMHTE3y€eThCs 13 IIIIUHY, apT1HIHY, METIOHIHY B HUPKax
1 TIe41HIIl. 3B1JICH KPEATHH 3 TOKOM KPOBI IOCTABIISIETHCA B

M 43U, GOCHOPHITIOETHCA 3 YTBOPEHHAM KpeatuHocdary. [ani B
XO[li CHOHTaHHOTO Tiaponizy (1-2%) abo micis nepeHeceHHs
dochopHoi rpynu BiA KpeaTUH(pochary Ha anaCHUIOBY
KHCJIOTY 13 KpeardHa YTBOPIOETHCSA KPEAaTHWHIH, sIKHH
BUBOAUTHCS 3 CEUCt0. B HOPMI KUIBKICT KpEaTHHIHY B cedl
BIIMIOBiTac M 'A30Bil Maci Tina i He 3aleXUTh Bif N0O0BO
KiJIBKOCTI Ceui.



Ponb kpeamHgpocgpamy
KpeamuHgocgam - “geno”
MakpoepriyHux 3B'a3kis, sabesnedye
pecuHme3 AT® B neplwi cekyHAn pobomu
(5-10 cek), 3HaxoaMbCA B CKeslemHUX

M ‘93ax. miokapbai. HepBoBIll MKAQHUHI .

TH- @ Fabora THZ
C|= NH ALS ATD (i:= NH
T_CH3 \j T—CH3
’
CH
THZ Kpeamuwxuna3a (l £
COOH OOH

Kpearnudocdar KpeaTu



KpeaTuHiH

Kpeatunin - a3otuctuif MeTabomNIT, KIHIEBUN
MPOAYKT MEPETBOPEHHS KpeaTuHpocdary.
CuHTe3 KpeaTuHiHa BiIOYBa€ThCs, MEPEBAKHO, B

M’s130Bif  TKaHuWHI. B mpomeci M’s30Boro
CKOpPOUYEHHS BiZIOyBa€eThCA po3mnag
KkpearuHpocdary 3 BUAUICHHAM eHeprii 1

YTBOPEHHAM KpeaThHiny. KpearuHiH BiTHOCHTBCS
no  Oe3moporoBMX  pEUOBMH: B HOPMI
GUIBTpy€eTHCS B IOMEpylaX HUPOK 1 HE MiJIsrae
peabcopOriii abo cekperii B KaHAIBIAX. Tomy
MiZIBULIICHHS PIBHSA KpEaTHHIHY CBIIYUTH IPO
3HIKEHHS (QUTbTpalii B HUPKOBUX KIIyOOUYKax Ta
3HIKCHHS BUAUTBHOT (DYHKIIIi HUPOK.

MyanuanHauerar

S-ALBHOMNMATUOHUH

: l lyaHuawHaueTar-

meTunTpancdepaza
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KPEATWHIH. HOPMAIJIbHI
BEJIMH4NHW

CupoBarka kpoBl 0,06-0,076
MMOJIb/JI

Exckpemis 3 ceuero  1-2 r/100y



KpeaTuHiH B KpOBI

[MinBuienns
HUPKOBA HEJIOCTATHICTh

3HEBOJAHEHHS, IIATOJIOTIS M SI31B

SHUKCHHSA

CuipbHE BUCHAXKEHHS 1 3HM)KCHHS
M “I30BOI MAacCH.

[Tomypis, nomauncis. Pazom 3
BEJIUKOKO KIJIBKICTIO PIAVHU 13
OpraHi3My €KCKPETYETHCS OUIbIIIE
kpeatuHiny. [Ipu HH HaBiTh nipu
MoJIiypil KpeaTUHiH B KPOBI
3QJIMIIAETHCS M1BUILICHUM.



KpeaTuHiH B ceul

Ilixpuinena KOHUEHTPAIlis KPeaTHHIHY B 3HMKeHa KOHUEHTPAIlis KpeaTHHiHy B
ceul cecul
: : rOJIOYBAHHS, M’ ’SI30Ba
MM1IBUIIIEHA (d13uyHa , , ,
- arpodis, JereHepamis 1
aKTUBHICTD, JIMXOMAaHKa, s
: aM1J1017103 HHUPOK,
HEIOCTATHICTh (yHKII11 e
, o . JIEKEeMI.
MICYIHKHU, LYKPOBHUN 1a0€T,

BariTHiCTh, IIyKpOBUH J1a0€T,

TH(EKIIi.
IIPECKIIAMIICIS.




KpeamvHgocgokiHasa

N y xiHox go 145 Oa/n, y Yonosikis -
Ao 190 Oa/n

KoK (K& 2.7.3.2.) icHye y surnsaai 3
i3ogpepmeHNIB:

K®K-BB (moskosa) T yepenHo-mo3skosa
npasma, 3axsoprosaHHsa LIHC

K®K-MB (cepyesa) 1 iHpapKm miokapaa,
Kapaiomionamii, miokapaum, apummii

KOK-MM (m’'asosa) Bmpasmu, mionami,
OMPYEHHSA, IHPeKYii, WOK, @I3nYHI
HaBaHMaXXeHHS



CEYHOBUHA. HOPMAIJIbHI
BEJIN4HNHI

CupoBaTka KpoBl 3,3-8,3 MMOJIb/JI
Ceua 20-35 r/mo0y



KniHiko-giarHoCTU4YHe 3Ha4YeHHS1 BU3HA4YE€HA CeYOBUHU B CUpOBaTLi KPOBi

Hioeuwienns piensa ce4oeéunu

3HMKEeHHSA PiBHA CeUO0BUHU

Opyd  HapyuieHuu  (QyHKIUU
noyek (OCTpple U  XPOHUYECKHUE
3a00JiIeBaHUsI, OOTypalusi MOYEBBIX

nyTen), HAPYIIECHUU MMOYECYHOMN
nepdy3un  (3acToiiHas  cepAcdHas
HEJI0CTaTOYHOCTH), HCTOIIICHUH

3amacoB BOABI B OpraHusme (pBOTa,
MIOHOC, TIOBBIIICHHBIN JUype3 WU
MOTOOTACICHHUE), IMOBBIIIIEHHOM
KaTaboau3mMe Oenka (ocTphIid
HH(papKT MHOKapAa, CTPECC, OXKOTH,
KEnTast arpodus IICYCHH,
KETyTOUYHO-KHUIIIEYHbIE
KpPOBOTEYEHHMS), MNpPU  JUETE C
BBICOKHUM COJIEpKaHHEM OeJIKa.

mle€Ta 3 HU3BKUM BMICTOM
O1JIKa, npu T IBUAILICHIN
yTUi3amii Ollka B TKaHWMHAX
(mi3H1 ~ TepMIHM  BariTHOCTI),
TSDKKI  3aXBOPIOBAHHS TIEYIHKH,

AK1 CYIIPOBOIKYOThCS
MOPYIICHHAM CUHTE3Y
CCYOBUHU (mapeHxiMaTo3Ha

YKOBTSHHUIISI, [TUPO3 TICUIHKH).



KniHiko-giarHocTU4YHe 3Ha4YeHHA BU3HA4Y€HA CeYOBUHMU B Cevi

11 lOeumeH HA KLIbKOCmi cetoeunu SHUIICCHHA KIIbKOCMI CeU08UHU 6 ceUl

8 ceyl

Hedpwut ta 11111
3aXBOPIOBAHHS HUPOK,
ypeMisl, IapeHX1MaTO3Ha
YKOBTSHUILIS, [IAPO3,
AUCTpO(P1s NECYIHKH, Y
3I0POBUX JITSH 1] 4ac
IHTEHCHUBHOI'O POCTY, IIpU
HU3bKOOLIKOBIM JI€TI.

TIIEPTHUPEO3, 3T0SKICHA
aHEeM1s1, TUXOMAaHKa,
OTpYy€eHHs (pochopoM,
JII€TA 3 BUCOKUM BMICTOM
OlIKa, IMCIIOonEpaIMHUN
nepion.
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