OBMEH OTHEJ/IbHbIX
AMUHOKUCTIOT

aoueHT MeTtywokK H.3.



Ocob6eHHOCTM 0OMeHa aMUHOKUCNOT B AETCKOM BO3pacTe

: MONOMUTE/IbHbIN a3oTucTbiit 6anaHc

KaK Heobxoammoe ycnosue pocrta

° Knetku TkaHeun coagepXat aMMHOKUCNOTDbI B
BbICOKUX KOHUEHTPauunAx

. BbicOKoe coaepKaHue cBob60aHbIX
AaMWHOKUCNOT B KPOBU (0COOEHHO LUCTENHA,
IyTaMWMHOBOM M acnaparMHOBOW KUCAOT,
ryTamuHa, peHunanaHmHa)

K KOHUy nepBoit — Hauany BTOpPOi Heaenu }KU3HU YPoBeHb 60/1bLLUNHCTBA
aMMUHOKUCNIOT B KPOBM pebeHKa 3HAaUMTENIbHO CHUXKaeTcA



OcobeHHOCTU 06OMEHa aMMHOKUCNOT B AETCKOM BO3pacTe

JKCcKpeuua aMmmMHOKUCAOT

MaKCUMaJibHa B BO3pacTte A0 6 Hepgenb, nocne yero
UHTEHCUBHOCTb aMUUHOAUUNAYPUUN YMEHDbLUAETCA

K KOHUY 1 roaa XM3HM C MOYOM BblaenfaeTca InLlb
He3HauyuTeNbHaA YaCTb aMUHOKUCAOT, a
K 2 roaam XM3HM aMUHOKUC/IOTHbIN CNEKTP N/1a3mbl KpoBu

N MOUM YrKe NPaKTUYECKN He OT/InYaeTcA OT TaKoBOro y
AeTel cTapllero Bo3pacTta U B3pOC/biIX



OcobeHHOCTM 0OMEHa aMMHOKUCAIOT B AeTCKOM BO3pacTe

* BblCOKasA MHTEHCUBHOCTb TPAaHCAMMHUPOBAaHUSA B
neyeHwu

* 1o 3 mecALEeB HeA0CTAaTOYHO BbICOKa aKTUBHOCTb
depMeHTOB LMKAA  MOYEBUHbI,  aMMMUaK
obe3BperkuBaeTcA B OCHOBHOM 3a CYeT CMHTe3a
rnyTammHa

* lo 1 ropa aKTUBHO CUHTE3UpyeTcA mMouYeBasA
KUCNoTa



OcobeHHOCTU 06OMEHa aMMHOKUCNOT B AETCKOM BO3pacTe

YpoBeHb amMmMuaKa B mouve:

HU3KWUI B NepBble AHW NOC/e POXKAEHUA, Ha BTOPOi Heaene

ero cogeprkaHue Bo3pacrtaeT U OCTAeTCA Ha BbICOKOM YPOBHe
B TeueHue 1 roga *KU3HU

JKCKpeLuua Mmo4yeBon KUCNOTbI:

B rNnepebie 3 mMmecAaua BbiICOKad, NOTOM CHUXaeTCA
Copep)XaHne mo4yeBUHbI B MoYe

ale) 3 mecaLles HU3Koe, NOToOmM BO3pacTtaert
C poxXaeHuna Ao nepmopa NoAOBOro

co3peBaHUA B MmoYe npucytcteyet KpeaTtuH



[MNKOTreHHble N KeToreHHble aMUHOKUCNOTbI

KaTa0ou3Mm Bcex aMUHOKHUCJIOT CBOAUTCH K
00pa30BaAHMIO IIECTH BELIECTB, BCTYNAKIIMX B IUKJI
TPUKAPOOHOBBIX KUCJIOT:

1. IIupyBar

2. Antetnii-KoA

3. a-KeToryrapar
4, Cykuunuii-KoA
5. dymapar

6. Oxcasoanerar



{ [noKo3a } [ ¥upHble KucnoTbl }

il | |

Cep, Tpe, [ NBK } AueTtun-KoA E

1

Acn, AcH }—{ LYK J\) [ Auetoauetun-KoA }

|
[[ } P T
|

Neir, PeH,
Tpn

®eH, /lus,
Tup, Neun

Une, Ban, CyKUnHUN- / \
Mer, Tpe KoA CO, H,0 + AHeprus




[MnKoreHHble fnuko- KeToreHHble
AMWUHOKUCNOTDbI KeToreHHble AMWUHOKUCNOTbI

dMUHOKUCNOTDbI

ANnaHuH N3onenumH JlenumnH
ApPruHuH TUpPoO3uH JIn3nH
AcnaparuH TpuntodaH

Acnaprar deHnnanaHuH

BanuH

T'MctuanH

MMuunH

fnyramar

fnyramuH

MeTnoHuH

NponuH

CepuH

TpeoHUuH

LucreuH



METABO/IU3M METUOHUHA




METABO/IU3M METUOHUHA
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MeTnoHuH S—apeHoNMAMeTUOHUH (SAM)



Cy6crpar Cy6cTpaTt-CH,

SAM ~ 7
MeTtuntpaHcdpepasa
AAQPEHANTIUH
TPAHC- KPEATMH

o

] METHUJINPOBAHHUE

J 4)[ MeTtunyutosuH

XonuH

MenatoHUH

p, Ny, W, .

AHcCepuH
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METABOJ/IN3M METUOHUHA

ATO OO 4+,

| METUOHWH M SAM
5-CH,-Tr oK

\ 'CH3
TroK |
rnTA\ FOMOLIMCTEMH SAI

CEP CEPHUH

AOEHO3UH

—
UACTEMH

TOMOCEPUH



buocuHTe3 KpearuHa

KpeaTuH HeoOXoauM 1J11 00pa30BaHMA B MbILIIAX H
r0JIOBHOM MO3I'e¢ BLICOKOIHEPIreTUHYECKOI0
coeqMHeHus — kpeaTtuHdocdara.

CuHTEe3 KpeaTuHa uJaeT B 2 CTaJuM ¢ yyacTuem 3
AMHUHOKHCJIOT — APTHHUHA, ITIMIAHA U METHOHHUHA.

U3 neyeHn KpeaTuH ¢ KPOBOTOKOM IEPEHOCUTCS B
MBbIIIIbI K TOJJOBHOU MO3L, IJ1€ U3 HEero oopasyercs
KpearuH@ocgar.

B pesyabrare gedochopuiupoBaHus, INIaBHbIM
o0pa3oM B MbIIIIAX, KpeaTuH(ochaT npespamaercs
B KPEATUHUH, KOTOPHIN BHIBOAUTCHA C MOYOI.

CyTo4uHOE BhIBEIeHHE KPEATHHUHA MPONOPIHHAOHAIBHO
00111e MBLIIIIEYHON MAacce.



CuHTe3 KpeaTuHa

NH,
d=nH NHj
hllH . NH; MOYKM _ C=NH ) NH,
(CIH 2)3 ?H 2 a:::q:::;:ﬂ::ao- |\|||'| (CH 5)5
CH —NH, COOH g g ffH 2 (|:H —NH;
éOOH rMUWUKUH COOH COOH
APruHMH ry:L:I:T%Equ- OPHUTHUH
SAM MemunmpaHc-
¢pepasa
SAT neyeHb
NH,
é=NH
N —CH,
.
COOH

KpeaTHH
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OOpa3oBaHue HUCTECHHA
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M3BeCTHBI TPHU HACJIEACTBEHHBIX HAPYIEHUSI MeTa0oIM3Ma
HUCTHHA:

1. HuacTuHypusa

2. IlAacTaTHOHUHYPHSA

3. TomoummcTUHYpHUS
LincTuHypus xapaktepu3syercsi HCHOPMAJIBLHO BHICOKOI
IKCKpeUuer ¢ MOYOH UCTUHA U APYTUX JUAMUHOKHCIIOT U
00ycJi10BJIeHA 1e(PeKTOM TPAHCIIOPTHOM CUCTEMBI IMOYEK,
3aKJTIYAIIUMCS B HEA0CTATOYHON KaHAJIBIEBOW peadcopouuu

ITUX AMHUHOKHCJIOT, UX TPAHCIOPT Yepe3 CTEHKY KHUIIEYHUKA
TaKKe HApyIIeH.

LlucTAaTHOHUHYPUSHA

Beiaeasiior A1Ba TUNA TOM MATOJIOTHU

OJIMH CBA3aH C yBeinyeHueM cuHTe3a HUCTATUOHHNHA

JAPYIo# — ¢ YMEHbIIECHHOU €ro Aerpaxamnuen.



MeTa00u3M (peHUITIATAaHUHA

- MenmyajanMH He3amMeHnMass AK, T.K. B KJjeTKax
"KUBOTHBIX He CHHTE3UPYeTCsl ee 0eH30/IbHOE KOJIbIIO.

- OCHOBHbBIE IYyTH META00JU3MA (PEHUJIATAHUHA'

1. umcmoJnL30BaHHE NJS CHHTe3a 0eJiKka

2. TpeBpamieHre B THPO3UH

IlpeBpamenue peHMITATAHNHA B TUPO3UH MPEKIE
BCero HE00X0AMMO A yaaJIeHUSA U30bITKA
(peHMIIAIaHUHA, T.K. €ro BbICOKHE KOHICHTPAIUH
TOKCUYHBI IJIl KJICTOK.



['mapokcunupoBaHue peHunanaHMHa

TeTparngpo-

deHnnanaHuH
onontepuH

HAOOD
O,

H,BM

¢heHunanaHUHa2uodpoKcuasa peaykTasa

H,O

TUPO3UH amruapo-

ononTtepuH
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OEHUITKETOHYPUS

- IlpuuynHa: negexr (pepmenTa
(heHUIAIAHUHTUAPOKCHIIA3BI, npeBpamiawinen PeH B
Tup.

Boiaeasiror ase popmbl peHniikeronypuu (PKY):

1. Kuaccnueckas PKY — naciaencreennoe 3a6oJieBaHue,
CBA3aHHOE ¢ MYTAlUSIMH B IreHe (pepMeHTa, NPUBOsIIEe
K CHHJKEHMI0 ero AaKTHMBHOCTH WJIH  TOJHOM
MHAKTHBAIUM.

IIpu 3TOM KOHIIeHTpanus MeH MOBLINIAETCH B KPOBH B
20-30 pa3, B moue B 100-300 pa3 mo cpaBHEeHHIO ¢ HOPMOI.

Yacrora 3a0o0aeBanusa 1:10 000 HoBopoxaeHHBIX.

IposiBiaenuss PKY — HapylueHusi YMCTBEHHOIO H
(pu3nYecKoro pasBUTHS, CYIOPOr¥M, HapYIICHHE
MATMEHTAIUH.



DOEHUITKETOHYPUS

2 . Bapuantnas ®KY (kodepmMeHT3aBUCHMAas
runepdeHuaJaHuHEMusl) — CJIeJICTBHE MyTAallUii B reHax,
KOHTPOJHUPYIOIIMX META00JU3M TeTPAruAPOOMONTEePUHA.
Iocienquuin ABAsAETCH KOPEePMEHTOM
(peHMITATAHUHTUAPOKCUIIASHI.

* KiuHHYecKue NPosiBJICHUA — OJIM3KKHE, HO HE TOYHO
COBIIAIAIOIIHE C POABJICHUAMH KJaaccuyeckon DKY.

= HapymeHnusi yMCTBEHHOI0 M (PM3UYECKOI0 Pa3BUTHUS Y
aerenn ¢ PKY MOKHO IPeIOTBPATUTH JMETON ¢ HUZKUM
COoepPKAHMEM WU MOJHbIM UCKJII0YeHueM DeH.



cdeHunanaHuH \
TMpO3MH
/ I/IO.D,TI/IpOHI/IHbI
Mapa-ruapokcu- D.OCDA

deHnnnupysBaTr
OJODA
‘ ,El,ocbaMMH
fomoreHTU3NHOBas
KUcrora OO®DAxXpom *

* * HopappeHanuH
dymapwun- *
auertoauerar *

/ \ MenaHUHbI AapeHanuH

HaANnoO4Ye4YHUKu

awueToaueTtar
Pymapar MernaHouuThbl
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MeTa00Jiu3M TUPO3UHA

B mneyeHu mpPoOUCXOAUT KATA0OJIM3M THPO3MHA 10
KOHEYHBbIX MMDOTVKTOR.

: a-KI l'ny : 02 CO, : CH,-COOH

CH, H;

CH ~NH; C=0 FOMOreHTH3InHOBan
COOH COOH maniae
Tupoanu n-'mapokcu-
¢deHunnupysar
o (l:OOH C|:H3
+
CH CH
/> CH,-COOH . e
s - HOOC (o) COOH COOH

Oymapun- ®ymapar Auerocauerar
aueroauerar



B nUrMeHTHBIX KJeTKax (MeJaHOUHMTAX) THPO3HH
MpPEeBPAINAETCS B MUTMEHThI — MeJIaHUHBI.

KepaTUHOLMT, Hanon-

b HEHHbIIH MeTIAHUHOM [ Tuposus J
e lep03MHa3a(Cu?”)
. pooA |

[ ,CI,Od)Avxpom J

d -
= -

[ 5,6-aurngpokcMnuHaon }

lﬂonmmepm3aumn

MenaHouuT

{ MenaHuHbI }

MenaHuHBI coacpsKarcCsl B KO2KEC, BOJIOCAX, CCTUYATKC IVIa3a.



Metabonu3M THpO3MHA

) B mmroBuanoii xenese u3 THPO3HHA

CUHTE3UPYITCH TOPMOHBI:

- THAPOKCUH (TETPAUOATHPOHH

- TPUHOATUPOHUH

] B mMo3roBom BeliecTBe HAANOYEYHUKOB 1 HEPBHOM TKAHHU
THPO3HUH SABJIACTCHA NPeIIeCTBEHHUKOM KATeX0JJaMUHOB:

- 1o(paMuHa
- HOpaJApeHaJIuHAa

- a/ipeHaJIMHA




MeTtabonu3M THPO3MHA

] IIpoMe:KyTOYHBIM MPOAYKTOM IPH 00pa30BaHUH
KaTeX0JJaMHHOB H MeJIAHMHA SIBJISIETCS
auokcuennaananud (JIODA).

OaHako B pa3HbIX TKAHAX OH 00pa3yeTrcs 1o
ACUCTBHEM  Pa3sHbIX (PEePMEHTOB.

B HaanmouyeuHukax
TUPO3UH-
rmapokcmunasa [
>

[ TUpo3uH } AODA }

B menanonmurax

Tupo3uHasa

(twpoam o (oo )




Hapymenus oOMeHa THpO3HHa

Tupo3uHeMus — HapyllleHHe KAaTA00JU3MAa THPO3HUHA B MeYEHH.
Pazan4yaroT 3 TMIIA TUPO3HMHEMHHM.
d Tupo3unemusi | Tuna (Tupo3uHo3)

IlpuurHa — gedeKT hpepMeHTa PyMapUIaANETOANECTATIH/APOJIA3HI,
KOTOpas pacumernJiser gymapuiamneroanerar.

Octpast hopMa TUPO3UHO3A — XapPAKTEPHA JIJIs1 HOBOPOK/IE€HHBbIX.

CuMnToMbl. auapesi, pBOTa, 3aJep:KKa pa3Butusa. be3 Jeuenus
IeTH MOruoarT B 6-8 Mecses.

Xpounyeckasi (popMa TUPO3UHO3A — CXOAHbIE, HO MECHEe
BbIpa:xKeHHbIe CUMITOMBI. ['n0eab HacTtynaer a0 10 Jer.

Y nerer oTMeEYaeTcs runepTupo3uHeMus.

[JqueHne — IHeTAa ¢ HU3KUM coaep:xkaHueM Tup u dDeH. ]




TNpo3nHo3

/ TUPO3UH

NMapa-ruppokcu-
deHnnnupysBaTr

foMmOoreHTU3nMHoOBaA
KUCNOTAa

\

dymapwun-
aueTtoaueTaTr

P

¢ymapar aueroauetar
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deghexr

ymapmunayeroayerar-
rugposiasabsi



d Tupo3unemus |l Tuna
IIpuuvHa — HeeKT (pepMeHTA TUPO3MHAMUHOTPAHC(hEpPAa3bI.

CvMMIITOMBI. THUIEPTHUPO3UHEMMUS, IMOPAXKEHHME KOKH M IJIa3,
yMepPEeHHAast YMCTBEHHAS OTCTAJIOCTb.

Tupo3nHeMus1i HOBOPOKICHHBIX (KPATKOBPEMEHHAsA)

IIpuYHuHA — CHUKEHHEe AKTUBHOCTH
rUAPOKCUPEHUINUPYBATANOKCUTECHA3DI.

CuMITOMBI: B KPOBU NMOBbINIAETCH YpOoBeHb Tup, ®eH,
ruapokcudeHunianerara. =




Tupo3unemus |l Tuna (CMHp,pOM PuxHepa-XaHxopTa)

X TUPO3MH

NMapa-ruppokcu-
deHnnnupyBaTr

fToMOreHTU3MHOBAaA
KUCIoTa

Y

dymapwun-
aueTtoaueTaTt

A

¢hymapar aueroauetar

34

deghexr

THMPO3IHHaAMMHWHOTPaHcepasbl

CvMIITOMBI: THIIEPTHPO3NHEM M,
IopaKeHue KOKM M I1as,
yMepeHHAasi YMCTBEHHAA

OTCTAJIOCTh.



Tnpo3nHemMmnsa HOBOPOXAEHHbIX (KpaTKoBpeMeHHas)

/ TUPO3VH

NMapa-ruppokcu-
deHnnnupysBaTr

foMmOoreHTU3nMHoOBaA
KUCNOTAa

\

dymapwun-
aueTtoaueTaTr

A

¢ymapar aueroauetar

35

deghexr
n-rugpoKcHpeHunnpyBar-
AHWOKCHIreHa3bl

CuMIITOMBI: B KPOBH
MOBBINIACTCHA YPOBEHb THp,
PeH, ruapoKkcudeHnIaeTaTa.



AnkanToHypus (4Ye€pHasg MO4a)

J IIpuuynHa — 1eeKT JUOKCUTreHA3bl TOMOTeHTU3MHOBOM
KHUCJIOTHI.

] CuMIOTOMBI: ¢ MOYOI BbIICJIHACTCH MHOI'O TOMOI€HTH3HHOBOM
KHUCJ/I0ThI, KOTOpad OKUC/IACTCHA KUCJIOPOA0OM BO31yXxa,
06pa3yeT TCMHBIC IINTTMCHTDBI AJIKAIITOHDI.

- MUTMEHTAIUA COeTUHUTEIbHOH TKAHU (OXPOHO3)
- apTPUT

] Yacrora: 2 —5 ciayyaeB Ha 1 MJIH. HOBOPO:KIE€HHbIX.

31-40Yr



AnkanToHypua

/ TUPO3UH

NMapa-ruppokcu-
deHnnnupysBaTr

foMmOoreHTU3nMHoOBaA
KUCNOTAa

~—

dymapwun-
aueTtoaueTaTr

A

¢ymapar aueroauetar

37

deghekr
AHNOKCHreHasbl

roMoreHTM3mMHOBOM
KHWCII0TbI



AIpOMHUZM

] IIpuunHa — Bpo:KAeHHDbI gedekT THpo3nHa3bl. [lo3TOMYy
HAPYIIAETCH CHHTE3 MUTMEHTOB MEJIAHNHOB.

J CuMIOTOMBI:

- OTCYTCTBHE MUITMEHTALIUHU KOXKH, BOJIOC, PAAYKHOM
000JI0UYKH IJ1a3

- CBETO00OSI3Hb
- CHHMIKEHA OCTPOTA 3peHHUs!

J Yacrora: 1:20 000.




ANbOUHN3M

TUPO3UH

\ﬂ(1¢A

OJODPAXpom

V
\

MéeJi1aHUHDbI

MenaHouuTbl



