OGe3BpexuBaHme ammumaka. BUOCUHTE3 MOYEBUHBI.

0663Bpe)KMBaHVIf-| dMMUaKa, KOTopoe npoucxoauT cneayrowimnmm
nyTaAMN.

- 0Opa3zoBaHMEeM aMMOHMUUHbLIX CONeun,

- BOCCTaHOBUTESIbHbIM aMUHUPOBaAHNEM KETOKUCIIOT,

- oOpa3oBaHMeM amMmmMaoB aMMHOKUCIIOT - acnaparuHa n rnytaMmuHa,
- 0Opa3oBaHMeM MO4YEBUHbLI.

ObpasoBaHne amudo8 acriapac2uHosol U ariymamMuHo8ol aMUHOKUCIIOT
(acnaparvHa v rnytaMmmuHa) siIBAseTcs BaXKHbIM BCNOMOraTesibHbIM MyTEM
CBA3bIBaHUS aMMUaka. ITOT NpoLecc 0CO6EHHO BaXKEH A1 HEPBHOW TKaHW.

COOH AL + PH CONH2 COOH

| ) | |
(CH2)2 NH3 + AT® (CH2)2 +HOH (CH2)2

| . | . + NH3
CH-NH2 rnytamuH CH-NH2 rnytamnHaza  CH-NH2

| CUHTETasa | |

COOH COOH COOH

cJiymamMam eJiymaMuH ceJiymamMam



 [nymamuH n B MeHbLUEN CTeNeHNn acrnapaauH
ABMAIOTCS cBOeobpa3HOM TpaHCMOPTHON OOPMOWU
aMMuaka. [nyTamuH CryXuTt Takke OOHOPOM
aMWOHOW rpynnbl HEOOXOAMMOro AN CUHTE3a
Pa3NNYHbIX COEOUHEHUN.

* TOKOM KpOBM IMyTaMUH OOCTaBNAETCS B NOYKU, rae
nogBepraeTcya rmaposiMTM4eckomy paspyLLUeHunto
rmyTaMmmnHa3oun noyek. AHarnorm4Ho acnaparmHasou
paspyLlaeTcsd acnaparuH.

« OOpasyLmnncsa B NoYKax aMMnak Ncnosib3yeTcs ans
HeENnTpanusauum KUCnoT, 4yem obecnevynBaeTcs
COXpPaHeHUE LLEMNOYHbIX pe3epBoB DydPepPHbLIX CUCTEM
KPOBU N TKAHEW.



Kpebc un leHseHnent (Krebs,Henseleit,1932) yctaHOBMNN MexXxaHU3M CMHTE3a MOYEBUHDI

Ha nepBou ctagun aToro npouecca U3 ammmaka W yrrnekucrnoro
rasa cuHTe3unpyetcs kapbomoundocdar:

Add NH2
ATO 1 /
CO2 + NH3 : C=0
Kapbomoundocdar \
cCuHTEeTasa 1 O-PO3H2

Kapbomourigpocgham



Kap6omounTtpaHcoepasbl NePeHOCUTCA HAa OPHUTUH OOpasyeTcsa LUTPYNNUH,

. NH2 H3PO4 NH2

« NH2 / 1 /

« | + C=0 . C=0

« CH2 \ TpaHckapbomounasza |\

o« | O-PO3H2 NH

« (CH2)2 |

o« | CH2

« CH-NH2 |

o« | (CH2)2
« COOH |

* OPHUMUH CH-NH2
. |

. COOH

LutpynnuH



[log BO3gencTBneM aprmHUHOCYKUMHAT-NMasbl aprmHUHOCYKUUHAT
paspyLlaeTca Ha aprmHuH U doymapar

NH2 COOH AM® + H3PO4 NH COOH
/ | 7 /1 | NH
C=0 + CH2 AT® C- NH-CH //
\ | : \ | C-NH2
NH CH-NH2 cunrera3sa NH CH2 \ COOH
| | o NH + |
CH2 COOH CH2 COOH ama3za | CH
| acnapmam | CH2 |
(CH2)2 (CH2)2 | CH
| | (CH2)2 |
CH-NH2 CH-NH2 | COOH
| | CH-NH2 ®ymapam
COOH COOH |
Hurpyniun Apzununocykyunam COOH

ApPruHuH



NH
/I

C-NH2

\

NH

| + HOH
CH2

| aprmHasa '

(CH2)2
|
CH-NH2
|
COOH

apeuHuUH

MO4Y€BUHbLI.

NH2
/
C=0 +
\
NH2
Mo4YyesuHa

Oanee apruHMH rMapPONU3yeTCs apruHason c oo6pasoBaHUEM OPHUTUHA U

NH2
CH2

(CH2)2

CH-NH2

|
COOH

OPHUMUH



3a CyTKMU B nNe4YeHu cuHtesnpyetca 25-30 rpamm Mo4yeBUHbI, KOTOpas
BbIBOOUTCSA U3 OpraHM3ma ¢ mo4yon. B HopmMme B KpoBMu coaepxxaHune
MO4YeBUHbI cocTaBnseT 2,5-8,6 mmonb/n

[Mpn umppose neyvyeHn MOLLHOCTb OPHUTMHOBOMO LMKNa
CHWXeHa. B cBs3u ¢ 3TMM 1 ypoBEHb MOYEBUHBLI B KPOBU
CHWXAETCS U NOBbLILLAETCH YPOBEHb aMMUaka, T.e.
HabnogaeTcsa rmnepaMMoHneEMUS.

Y peten Taxenas runepaMmmMoHMeMusa HabnogaeTcss nocne
OCTPbIX PECNPATOPHbIX N BUPYCHbLIX UHPEKLMIA MO MPUYMHE
CHWXEHWNST aKTUBHOCTU Kapbomoundocdat cuHTeTasbl U
OPHUTUH-Kapbomounn-TpaHcdepasbi.

HapylueHne cmHTe3da MOYEBUHBI U rMNepaMMOHNEMUS
BO3MOXHa 1 NO NpU4nHe OTCYTCTBUS COOTBETCTBYHOLLINX
depPMEHTOB CUHTE3a MOYEBUHbLI BCreacTBMe
HacnegcTBeHHOro gedekra B reHoMe.

[1pn HapyLLEeHNN SKCKPETOPHOU QOYHKLMKM MOYEK, Hanpumep
npun Hedpputax, ypoBeEHb MOYEBUNHbLI B KPOBU MOXKET
NOBbLILLIATLCA, YTO MPUBOAMUT K YPEMUU - TAXKENOMY COCTOAHUS
opraHmama, TpebdyrLlemMy HEOTNOXHbIX BpayebHbIX
BMeLLaTEeNbCTB.



OcobeHHOCTU OOMEeHa oTAaenbHbIX

dMMWHOKUCIIOT.

BoeriedeHue B obLmne nytn katabonnama 6€3 a3oTUCTbIX
OCTaTKOB aMUHOKUCNOT NPOUCXOAUT, B KOHEYHOM
cyeTe, 4yepes obpasoBaHme crieayrowmx MeTabonnToB:

-4yepes nupysart (anaHwH, UUCTEWH, MULUUH, CEPWH,
TPEOHUH),

-yepes auetoaueTun-KoA n auetmn-KoA
(beHunanaHuH, TMPO3UH, NENLWVH, NN3NH,

TpunTodaH),

- yepes anbda-ketornyrtapar (rnytamaTt, aprmHuH,
TMCTUAOWH, NPOSINH),

- yepes cykunHun-KoA (nsonenumH, METUOHMWH,
BalvH),

- yepes coymapaT (TUPO3UH, peHnnanaHuH),
- Yyepes L aBeneBo-yKCYCHYHO KUCMOTY (acnapTar).



OUOCOOEHHOCTUN OOMeHa cepuHa, rmuuuvHa v
TPEeOHUHa.

CepuH u a2nuyuH, B OTNN4YME OT MPEOHUHa, ABMNATCA 3aMEeHUMbIMU
aMUHOKUcnotamu. @PepMeHT, KaTann3npyroLMmn 3Ty peakuumio,
CepuHOKCUMeTUIasa UCnosib3yeT B KayecTBe KohepMeHTa
TeTparngpodonuneByro kucnoty (TI PK).

P
CH2-OH CH2=TI oK
| TTOK - CH2-NH2
CH-NH2 |
| CepuHOKCUMeTnNasa COOH
COOH eNuyuH
CepUH

MeTunneHoBag rpynna B mMorsiekyrie metuneH-TI ®K moxeT npeBpalwartsca

Noa BO3AENCTBMEM cheLnanbHbiX epMeHTOB B ApyrMe OOHOYrnepoaucTble

paguvkanbl (MeTeHUN-, dOPMUI-, METUN), KOTOPbIE NCMOMb3YOTCA ANS

CUHTE3a NYPUHOBbLIX HYKINeoanToB, AJ1id CUHTE3a TUMNHA, XOJIMHa, KpeaTuHa

n ap.:
CH3-TT®K ««— CH2=TIT®oK — CH=TI®K — O=CH-TIoK

Memuri- MemurieH- MemeHuri- gopmur-



AHTUBUTAMUHBLI PONTMEBON KNCIOThI

[MpumeHsiemMble Ansa neveHnst baktepumanbHbIX MHAEKLNIA
cynbaHunamuabl ABnNaOTCA CBOEro poga aHTUMBUTaMMHaAMMU
OTHOCUTENBLHO POSNTIMEBON KUCMNOTbI, OKa3biBasi aHTUMETA0ONMNTHbLIN

9P PEKT.

Ncnonb3ysck, bakTepmnanbHbiMK KneTkamn ans dopMupoBaHns
MONEKyInbl TETParnapodonmMeBon KUCNOTbl, CynbdaHunammabl
BKINIOYAOTCHA B HEE€ BMECTO NapaaMUHOOEH30MHON KUCMNOTbI U TEM
CaMblM HapyLUAKTCA MNPOLIECChbl NepeHoca OAHOYIMepPOaANCTbIX
paguKkanoB U, KaK CNeAcTBue, HapyLLIAeTCs CUHTE3 MYPUHOBbIX
Hy6KJ'IeOTI/ILI,OB, HYKINENHOBbIX KMCNOT 1 6aKkTepuanbHble KINETKM
rMOHYT.

AHTUMETAbONNTHBLIM 3PdrekTOM 0bnagarT Takme npenapatbl Kak
METUNTUoypauun, asocepuH, ropypaunn, mMepkasasnuH,
Mepcanun n gpyrume, Ho MexaHu3mMm X OeNCcTBUS OPYron, Yem y
cynbaHunnammaos.



CUHTES3 rmuumHa

[TTUUUH MOXET CNHTE3NPOBATbCA TaKXe N U3 TPEOHUNHA.

CH3-CH-CH-COOH
| | ®MN-CH=0 CH3-CH=0 + CH2-COOH
OH NH2 anb@onasza  YKCYCHbIU |
MpPeoHUH asb0e2ud NH2 enuyun




Katabonuam mpeoHuHa u enuyuHa waet
Yyepes npeBpalleHne X B CEpPUH.

B cepun peakumn, Ha4MHaOLLKMXCA C gernapartanum
cepuHa, nget obpasoBaHue nupyBaTa n ammMmmnaka:

CH2-OH HOH CH2 CHS3 CHS3

| ) | | +HOH |

CH-NH2 . C-NH2 C=NH C=0 + NH3
| gerngporasa | MyTasa | "

COOH COOH COOH COOH

CepuH rupyeam



OcobeHHOCT OOMeHa MeTUOHUHA U
LHUCTEeuHa.

* MemuoHUH ABNAEeTCA HeE3aMEHNMOWU
cepycoaepkallenm aMUHOKUCIIOTOMN.
OcHOBHas YHKUMSA 9TOU aMUHOKUCIIOTHI
COCTOUT B TOM, YTO OHa ABNAETCAH
OOHATOPOM METUIbLHOU rpynnbl,
ncnonb3yemoun Anga peakuymm
METUNMMPOBaHUA.

* B peakunax TpaHCMETUNNPOBAHUS
METUOHUH HaXOOUTCH BBUOE S-
ageHO3NNMETUOHNHA, 0DpasyroLmMMC U3
MeTuoHuHa n AT® noa Bo3oencTBUEM
METUOHUNH-aaAeHOo3UNTPaHcdepasbl



S-adeHo3urImMemuoHUH

+S-CH2-CH2-CH- COOH H4P207 + H3POA4
| | FATO
CH3 NH2 -
METUOHUHaAEeHO3UNTpaHcdepasa
MEMUOHUH

. S-adeHoO3UsI-MemuoOHUH




S-aneHo3nNIMeTUOHUH

yyacTByeT B peaKuMUsX CMHTEe3a agpeHanuHa 13
HopaapeHanuHa,

B cuHTE3E XONMHa U3 KonamuHa,

B CMHTE3€e KpeaTnHa U3 aMUHOKUCIIOT FMnLUMHa U
aprmHMHa,

B METUITMPOBAHUU OCHOBaHWU HYKIeoTnaoB
HYKITENHOBBLIX KNCJI0T,

B CMHTEe3e MernaToHuHa u3 N-aueTun-
CEpPOTOHMHA,

y4YacTBYeT B 00e3BpeXnBaHNM NeKapCTBEHHbIX
BELLECTB M Yy>XepOoaHbIX coeaNHEHNN



CuHTE3 KpeaTuHa HaYMHaeTCcs B NoyKax, rge noa
BO34ENCTBUEM MULMH-aMUanHOTpaHcdepasbl 13
MUUMHA U aprMHMHA

NH2
NH2 NH2 /
| / C=NH NH2
CH2 + C=NH \ |
| \ NH (CH2)3
COOH NH g + |
2J/TUYUH | amuauHoTtpaHcepasa CH2 CH-NH2
(CH2)3 I I
| COOH COOH
CH-NH2 2/lUKoyuaMuH OPHUMUH
I
COOH

ap2UHUH



VI3 MOYEeK KPOBOTOKOM MukounamMunH gocraBndeTcd

B Me4yeHb
NH2 NH2
/ /
C=NH C=NH
\ S-ageHo3unromounctenH  \
NH 1 N-CH3

| S-ageHo3nnMeTnoHuH |

CH2 —  MetwnTpadcpepasa - CHZ2

| |
COOH COOH

eJfiukoyuamuH KpeamuH



KpeaTuH goctaBnsieTcA B MbillLbl, rae noj Bo3AeACTBUEM
KpeaTuHdocdokMHa3bl NpeBpaLLaeTcsa B MakKpoapruyeckoe coeamHeHue

KpeaTuHdocoar,
NH2 NH-O-PO3H2
/ /
C=NH AP C=NH
\ 1 \
N-CH3 ATO N-CH3

| : .
CH2 KpeaTuHdpocdoKkMHasa CH2

COOH COOH
KpeamuH KpeamuHgpocgham

NH

/ T

HO C=NH

\

N-CH3
|

CH2
|

CoO— | KpeamuHUH



S-ageHo3nnroMmouncTenH

OOpasyoLmincsa B peakLumsax TPaHCMETUNNPOBAHUA U3 S-aaeHo3un-
MEeTUOHMHA S-aaeHO3UNTOMOLMCTENH, NoaBepraeTcs
rMOpPONUTUYECKOMY pa3pyLLUEeHnto ¢ obpa3oBaHMe ageHo3nHa U
roMoLMncTenNHa:

CH2-SH
|
H,0 CH2
S-apeHo3NNroMounUCTeNH ‘afleHO3uH + |
] CH-NH2
|
COOH
20MoyucmeuH




'oMoyucmeuH MOXeT pereHepupoBaTb B MEMUOHUH B
npucytctBun metun-1T ®K, nub6o ncnonbsyerca ans
CUHTEe3a yucmeuHa.

SH HO-CH2 H20 S ---CH2 HO-CH2 CH2-SH
I I ) || I I

CH2 CH-NH2 CH2 CH-NH2 + HOH CH2 + CH-NH2

| + | cuHmemasa | | a2udpona3za | |

CH2 COOH CH2 COOH CH-NH2 COOH

| CepUH | | yucmeuH
CH-NH2 CH-NH2 COOH

| | 20MOCEepPUH

COOH COOH

ecOMouyucmeuH uucmamuoHUH



[oMouUncCTeEnH

dakTopbl, NOBbLILLAIOLLNE YPOBEHb FOMOLIMCTENHA B
nnasme:

[eHeTn4eckne gedekTbl B MeTAabONMM3me
roMmoumncTenHa.

[edonunt BUTAaMUHOB. dOonneBas Kucnorta, BUTaMuH
B12 (kobanamuH), ButTamuH B6 (NMpMOOKCUH)

C n36bITKOM rOMOLIMCTEMHA CBA3bIBAOT pa3BUTUE
cepaevyHo-cocyaucTbix 3abonesaHun,
doopMnpoBaHNE aTepPOCKNEePOTUYHCKMNX DrSLLEK,
ycuneHHoe TpomboobpasoBaHue, HapyLleHne
3peHunda (rnaykoma), BTOPUYHbIE U3MEHEHUS
CTPYKTYPbl COEAUHUTESIbHON TKaHW, LepebpanbHble
PACCTPOUCTBA.



MeTtabonuam romoumcTenmHa HapyLieTcs

MeTtabonnam romoumcTeMHa HapyLueTcs
npuv NepHULUMO3HOU aHEMUMN,

No4Ye4YHON HEOQOCTATOYHOCTH,
rmnoTupounansme,

Npu 3noKayeCcTBEHHbIX HOBOOPAa30BaHUSX: OCTPbIN
nMMdob6nacTHbIN NENKO3, pak rpyan, SUYHNUKOB UMK
NOAXKENYA04YHOW Xenesbl,

Npn TA>KEeJ1I0M rNncopmaase.

ypOBeHb roMOLUNCTENHA NOBLILLAETCAH.

Npu NCMOMb30BaHUKM NpenapaToB aHTaroHMCTOB (PoNMeBou
KMCINOTbl (MeTOTpeKkcaT, PeHNUTOUH, kKapbamasenuH),

aHTaroHMcToB BUTaMuHa B6 (TeodunnuH, azapabuH,

9CTporeH-coaepkawime opanbHble KOHTpaUenTuBbI, KypeHune
cuUraper).

Npu cTapeHnn opraHnu3ma 1 B Nepmom MeHonay3sbil.



[1pn HapyLeHnax npespaLlleHns roMoLuncTenHa B
METUOHUH U LLUCTEUH B TKAHAX W KPOBWU
HakannBaeTca 2oMoyUcmuH, obpasyroLlnnca mn3a
2omMouucmeuHa, KOTopbIX BblOENAETCH C MOYOU

CH2-SH

CH2

CH-NH2

COOH

HS-CH2

CH2

- 2H

CH-NH2

COOH

coMouyucmeuH cecomMmouucmeuH

CH2-S ------ S-CH2
CH2 CH2
CH-NH2 CH-NH2
COOH COOH
20MOUUCMUH



omouyucmuHypus

« [omMouyucmuHypus ABNAETCS CUMMTOMOM
HacneacTBeHHOWM HeOoCTaTOMHOCTU Ha3BaHHbIX
dbepMeHTOB 1N crnegcTBMemM HegocTaTka

BUTaMnHa B6, goonmeBon KUCNOTbI U BUTaMUHa
B12.

* BHelHMe nposABneHna HacneaCcTBEHHOM
HeJOoCTaTOYHOCTU LMCTaTUOHUHCUHTETA3bI U,
Kak cneacrtesne roMmoumMcTUHypumn, Becbma
cXogHbl ¢ cuHapomom MopdraHa: BbICOKUM
POCT, apaxHogakTunug, gedopmaunga cKenera,
NoABbLIBUX XpyCcTarnunka, BO3MOXXHbl TMNepKUHE3DI,
CYOOPOXXHble COCTOSAHUSA, OTCTaBaHUe
NCUXUYECKOro pasBuUTUS.



LlucmeuH aBnaeTcA 3aMeHUMON
aAMUHOKUCIIOTOW

* U3 uncrenHa cuHTE3npyeTcs rmyTaTMoH, ULMCTUH N TaypuH.
Obpas3oBaHne TaypuHa NpouCxXoanT B peadyrnbrate OKUCIIEHUS
LUMCTEMHA BHa4dane B UUCTEUHCYNbGUHOBYIO KUCIOTY, C
nocrneayrLwmm gekapdbokCcnMnmpoBaHMEM €e B maypuH:

HAOD
CH2-SH CH2-SO2H 1 CH2-S0O2-OH
| 02 | O2 HAO®HZ | + CO2
CH-NH2 . CH-NH2 CH2-NH2 + H20
| okcugasa | gekapbokcunasa  maypuH
COOH COOH
yucmeuH yucmeuHcyrnbuHoeasi

Kucrioma



TaypuH

* TaypuH aBNsSeTCA coeanHeHnem, obpasyroumm
NnapHbIe KOMMNEKChl C XeNYHbIMU KUCIIOTaMu,
BbIMNOMNMHAET cneymnguyecKkyo, Nnoka HesCHYIo
doyHKLUMIO B POTOPELIENTOPHBLIX KNeTKax
CeT4yaTKu U HepoMeanaTopHy OYHKLUIO B
HeMnpoHax Mo3ra.

* TaypuH HOpManuayeT YPOBEHb XONEeCTeEPUHA,
npeaynpexgaet TOKCUYHoEe AENCTBUE
rOMOLMCTENHA, 3aLUULLAET OT MOBPEXOEHUS
COCYOUCTYIO CTEHKY U NPENATCTBYET
0bpa3oBaHUIO KPOBSAHbLIX TPOMOOB.



Pacnag unctenHa

PaspyLleHne n obpasoBaHne 6e3 a3oTUCTOro ocTaTka LMcTenHa
MOXET MPOUCXOANTb crneayoLwmm obpasom:

allymamam HALD
CH2-SH i CH2-SH /" CH3
| a-Kkemoasymapam | HAOOH2 |
CH-NH2 - C=0 C=0 + H2S
| TpaHcamuHasa | TpaHccynbdypasa |
COOH COOH COOH
yucmeuH cynbgrnupymam nupysam

[MnpyBaT BoBriekaetca B obwime nytn katabonnama, a cepoBogopos
(H2S) okucnsaetcsa go cynbdartos (H2S0O4) n ucnonbsyertca ang
obpasoBaHus pocdoageHosnHdocdocynbdata (PADPC), ons
NOCTPOEHNSI XOHOPOUTUHCYNbdATOB U APYrnX MyKornosimcaxapmaos.



QeHunanaHuH

DeHunanaHUH ABNAeTca He3aMeHMMou aMmmnuHokucrnortoun. s
Hee noA Bo3genucTememM geHunanaHmHrmapokcmnasol
CUHTE3npyeTca TUPO3nH. KoghakToOpoM 3TOro oepMeHTa
saBnsieTca gurnapobunontepmanH, a BOCCTaHOBUTENEM
HAOOH?Z:

HAL® OH
I |
A 02 HAOOH2 A
| ] - | |l +HOH
\V rmgpokcunasa \V
| |
CH2-CH-COOH CH2-CH-COOH
| |
NH2 NH2
eHunanaHuH MUupO3UH



deHnnnmpoBUHOrpaaHas
onurodppeHns (bonesHb

denuHra).
a2Jlymamam
T

IN anbga-kemoanymapam I\ CO2 IN
| I | — |l
\V TpaHCcaMuHa3a \V "WV
I I I
CH2-CH-COOH CH2-C-COOH CH2-COOH

| I ¢eHunauemam

NH2 (0)

¢gheHunanaHuH ¢geHunnupyeam



Tupo3uH

Tupo3uH - 3amMeHnMaa aMUHOKUCIOTAa,
CUHTE3NpPYETCH U3 peHnnanaHnHa v
ABNSETCA COeOUNHEHUNEM,

N3 TUPO3MHA CUHTE3NPYETCH :
MUIMEHT MESaHuH,

rOpMOH MO3roBOro BeLlecTBa Haano4Ye4yHMKOB
afpeHanuHa,

FOPMOHbI LMTOBUAHOWN >Kene3bl TMPOKCUH U
TPUMOOTUPOHUH

MeOuaTopbl HEPBHOW CUCTEMBI - AOdPaMUH U
HOpadpeHanvH.



ObpasoBaHne 6e3 a3oTUCTOro ocrtaTka

TUPO3MHa

NPOUCXOOAUT B peakumn TpaHCaMUHNPOBaHUSA C anbda-KeTormnyrapaTom.
[Tpn aTOM 0Opas3yeTcs napa-okMceHnnNnMpyBaT, KOTOPbIN Noa
BO34eNCTBMEM N-OKCUPeHUNNMpyBaToKkCcHuaasbl NpespallaeTcs B
FOMOreHTU3NHOBYO KUCIIOTY.

OH allymamam OH OH

| 1 | co2 |

A a-Kkemoarsiymapam A i A

|l - |l eumC+02 | |

\V/ TpaHcamMuHasa \V  okcmpasza  \V\OH

| | |

CH2-CH-COOH CH2-C=0 CH2-COOH
| |
NH2 COOH

mupo3UH I’I-OKCUCI)GHUHI'IUP_VG&ITI cOMOeceHMuU3UHO8as Kucsioma



[ oMo2eHMuU3uHoB8as Kucsioma

pas3pyLuaeTcsa ¢ obpasoBaHNEM
doymapunavueToaueTara, Kotopada ruaponin3yeTcd c
obpasoBaHMeM doymaparta 1 aletoalerarar.

HapyLwieHne katabonnama TMpo3mHa MMeEET MECTO
npwn aszkanmoHypuu - PepMeHTonaTumn, CBA3aHHOM C
OedPEKTOM oKcumaasbl TOMOreHTU3MHOBOW KUCTIOTHI.

[Mpn aToM 3aboneBaHn UMEET MECTO HaKorIeHue
20MO2eHMU3UHOBOL KUC/IOMbI, KOTOpPasi B
NMPUCYTCTBUM KMCIiopoaa NoriMMepusyeTcsa C
oOpa3oBaHMeM YepHOro NMrMeHTa - asikarmoHa.

AInKanToH OTKNaabiBaeTCcs B KOXe, OKpallnBas €€ B
TEMHO XENThIN LUBET (OXPOHO3), B Xpsllax U
CYXOXUNKUAX, Bbi3blBad AedopmMaLunio CyCcTaBoB.



WYOJIMKYITAPHBIMUA KJNE€ETKaMN LUIUTOBUAOHOU XKeJle3bl U3
TUPO3NHA CUHTE3UPYIOTCA TOPMOHbLI UOATUPOHUHDI -
MUPOKCUH U MPUUOOMUOHUH.

OH
I
J I\ _J
| I
OH 2HOH OH \V
I / | I
IN 2 +H202 J_IN_J o)
2| || 2 | | | + CH2=C-COOH
\V nopasa \V J IN_J |
I I | I NH2
CH2-CH-COOH CH2-CH-COOH \V deaudpoasiaHuH
| | I
NH2 NH2 CH2-CH-COOH
mupo3uH OuuoOMuUpPO3UH |
NH2

mupokcuH ( 3°,5°,3,5-mempauoOmupoHuUH)

F'opMOHanbHO aKmueHbIM siesissemcsi makKkxe 3,3,5-mpuuoOmupoOHUH.



CuHTe3 MenaHuHa

OH OH
| HO | O
[\  Cu(O) V\ Cu -2H WA\
|| - |l : .
\/l TnposuHasa \// nonudeHookcupasza [/\// CH-COOH
| | O |
CH2-CH-COOH CH2-CH-COOH NH2
| |
NH2 NH2 LO®A-xuHOH
Tupo3uH LHO®DA
OH O
\/W\W -2 H \VA\N
| | | COOH | | | COOH
/ \// \NH/ Tupo3nHasa  // \// \NH/
OH O

neuko-HO®A-XUHOH LHODA-xpom



CunHTEe3 menaHuHa

HO O
\/\\_  -2H WWN\_
L | -1 MENAHWH
I\ I\NNH/ IN \NH/
HO O
5,6-0uoKcuuHOoI UHO0J1-5,6-XUHOH

B pe3ynbmame KkoHOeHcayuu 5,6-0uokcuuHdosna u
UHOoJ1-5,6-xuHOHa obpa3syemcsi dumep MeJsiaHUHA, K
KOMOPOMY OKUCJSIUMesibHbIM NymemMm rnpucoeoluUHsIFomcsl
OUOKCUUHOOJIbHbIEe 38€HbsI C 0bpa3zosaHUeM 8 KOHEeYHOM
umoeze 8bICOKOMOJIUMEPHO20 COeOUHEHUSsI - YepHoU

nueMeHm MeEJIaHUH.



CuHTe3 godamunHa, HopaapeHanmHa v

agpeHanuHa
OH OH OH
| HO | CO2 HO |
/\\ (O) V\\ e V\\ But C Cu (O)
| | | R
\/l Tnpo3unHasza \/l pekapbokcuna3za \// OeTa-rmgpokcunasa
| | | aodammHa
CH2-CH-COOH CH2-CH-COOH CH2-CH2
I I I
NH2 NH2 NH2
MupoO3UH JO®PA doghaMuH
OH S-adeHo3unzomoyucmeuH OH
HO | HO |
T e ST A\
| | .
~\/l "‘N-meTunTpaHcdepas3a \ /]
I I
CH -CH2 CH -CH2
I I | |
OH NH2 OH NH-CH3

HopaopeHasluH adpeHaJsiuH



[lucmuduH ncnonb3yeTcs CUHTe3a
rmcTaMuHa, KapHO3UHa N aHCepuHa.

N—-CH,-CH-COOH ®II-CH=0 N ~ CH,-CH,

[— | > CO + ||| |

\NH/ NH, JTekapOoKkcuiasa \NH/ NH,
UCTNUOUH UCINAMUH

-CH, -CH - COOH
|

NH - CO- CH»-CH,-NH;

H KAPHO3UH

N -CH, -CH - COOH

|
NH - CO- CH,-CH,-NH,

-CHj; AHCEPUH



e KapHO3UH (B-anaHuUn-ruCcTUanH) u
e aHCcepuH (N-meTUnN-KapHO3U1H)

* 3TN TMCTUANHOBbLIE AMNENTUAbI, SABNAKOTCS
cneunduyHbiMmn meTabonutamu gerpagaumm

MUOOUNONIMPHBbIX DENKOB akTMHa N MUO3MHA
MbILLILL.

* YCTAaHOBMNEHO YTO KAapHO3UH U aHCEPUH
MMEIOT OTHOLLEHNE K DOPMUPOBAHUIO
rMCTUaNHOBON OydpepHOU CUCTEMBI
noaggepxusawLlen pH B npeagenax 6-7.



» KapHO3MH OKa3bIBAET aHTUOKCUOAHTHOE
Oencrteme, ocCobeHHO B MO3ry. OTO CUSTbHbIV
AHTUOKCUOAHT U aHTUTTTIMKOLUMHOBBLIN areHT,

* OH NoAAaBNAEeT AencTBMe anbaernaos
(HEMPOTOKCUHOB),

* BbIBOOUT TSAXKErNblEe METanNMbI, NpeaoTBpallaeT
HEBPOJSIOrMYECKYIO AereHepaunto 1 MblLLEYHYIO
aTpodouto,

* NpeaoTBpaLLaET B KNETKax U B Xxpycranmkax
rnas CLUMBKU KosrareHa (XMMUYeCKyto
peakuuo Mmexgy cBodbogHbIMM pagukanamMmun u
6enkoBbIMU MOSEKYNaMn, KOTopas YCKOPSET
CTapeHne N oTaareHHble gereHepaTuBHbIE
3aboneBaHus



Age3aMnHnNpoBaHme rMCTamHa

Mpu ne3saMMHMpPOBaHMKM NTMCTUAUHA OOpa3yeTcsl ypokaHMHOBasi KUCIOTa,
KoTopas noa Bo3fencTBMEM YPOKaHMHa3bl B NeYeHU npeBpalLaeTca B
UMNAA30SIOHNPOTUOHAT:

N --- C-CH2-CH-COOH - NH3 N----C-CH=CH-COOH

il I = | .| :

\NH/ NH2 ructnpasa \NH/ ypoOKaHunHa3a
2UucmuouH ypOKaHUHoO8asi Kucsioma

N-----CH - CH2 -CH2-COOH
|
\NH/ \\
(@)
MMMAA30NOHNPONMOHAT



OTcyTtcTBMe ructmaasbl NpMBOAUT K TMCTUAUHEMUM -
HacrneacTBeHHOMY 3aborieBaHUIO, KOTOPOEe NPOABIAETCA
OoTCTaBaHMEeM NCUXOMOTOPHOIro pa3BUTUA pebeHKa u no
KINMMHUKe HanoMUuHaeT (peHUNNUPOBUHOrpagHyHo
onuroppeHunto, Ho B MeHee BbipaxXeHHon dhopme.

XapaKkTepHbl HapyLleHUue peyn, MOTopHas ananwus,
CHUXeHue cnyxa, rugpouedanus,

MMeeT MeCTO CyAOpPOXHas rOTOBHOCTb, Aecopmauus
ckeneTa.

BaXXHbIM NpM3Hakom 3aboneBaHUSA CNYXUT OTCYTCTBMUE
MeTabonnToB YPOKaHUHOBOIO NyTU Katabonuama
rmcTuauHa B 6MONorn4yeckux XmMaKocTax opraHm3ma.

JleueHne ructnanHeMmm OCHOBaAHO Ha TeX XXe NpuHUuMnax,
KOTOpPbIe NMPUMEHSATCA Npu PeHnNNMMPOBUHOIPaaHOU
onurodppeHnu:

Ha3Ha4varTcAa 6enkoBble rapoJsin3aTthbl, JINWLEeHHbIe
rTMCTNAuNHa.



TpuntodaH
ThurimogpaH ABNAeTcs He3aMeHNMOU

aMUHOKMUCIOTOMN, NCMNOJIb3YyETCA OJ1A CUHTE3Aa
CEPOTOHNHA N MEJIaTOHWNHA.

[mapokcunupoBaHme TpuntodaHa NnpmMBoaAUT K
obpa3oBaHMIo S5-okcuTpunTodaHa.

[Tpn gekapbokcunmpoBaHnn S5-okCcUTpUnTodaHa

obpasyeTcsa OBUOreHHbI aMUH CEePOMOHUH

OH HO
\/[N__ _CH2-CH-COOH ®I-CH=0 \/N___ CH2-CH2
| .| I - €02 + | || || I
\\V/ \NH/ NH2 AeKapookcunasa \\V/ \NH/ NH2

5-okcumpunmodbaHr CepPOMOHUH




lMpumepHo 90% cepomoHUHa codep)Xumcsi 8
XpomMahPUHHbIX Kriemkax Kule4dHUKa.

OcmarnbHasi Yacmb co0epXXumcsi 8 myYHbIX
K/1IemKax KO)XU, cesie3eHKe, rne4yeHu, rno4ykax,
Jle2kux, 20e 8bIrnoJsIHsIem poJib MeCmMHO20
20PpMOHa, obecrieqyueasi Me)XXK/iemoYHble
KOHmMakKmsl ,

e8bI3bleaem COKpauwjeHue a2s1adkou MycKyrnamypabl
8HYMPEHHUX Op2aHo8, CY)KeHUe KPpOB8EHOCHbIX
cocydos, nosbiWwaem Kosiu4ecmeo
mpomboyumos.

B cepom sewiecmee Mo32a, 8 2urnomasiamyce
CEepOMOHUH UCMOJIHIem poJsib Meduamopa.

Cyumaemcsi, Ymo cepomoHUH Heobxooum OJisi CHa



CepoTOHUH aABNSIETCS OUONOrMYeCKUM
npeawecTBEHHUKOM ropMoHa anndunisa menaTtoHnHa

HO CH3-0
\ /I CH2-CH2 \ /I CH2-CH2 CHS3
|1 | |1 |
\V \NH/ NH2 - W \NH/ NH---C=0
CepoOMmoOHUH MeJ1amOHUH

[NpespawieHUe cepomoHUHa 8 MeIamoHUH MepuoOuYecKU
MEHSETCH B TEYEHNE CYTOK W 3aBUCUT OT OCBELLIEHHOCTH:

B TEMHOTe CMHTE3 MefnlaTOHUHa YCUNMBaeTCH,
AHeM (Ha cCBeTy) CHUHTEe3 MerlaTOHMHA npeKpallaeTcs.

MenaToHnH TOopMO3UT cekpeuuto ['TT rmnodunsom 1 aTum
yrHeTaeT NosioBoe Co3peBaHNE U MOMOBYKD aKTUBHOCTb



Kama6osnusm mpunmodghaHa

[log Bo3gencTBnem pepmeHTa 2.3-0uoKcu2eHa3bl
(MMpponasa) npomcxoauTt Ae UnKnusauus
NMMPPOSIBHOIO KorbLia TpuntodaHa n obpasyertcs
OpPMUNKNHYPEHUH.

[1pyn rmaponuse PopMUNKUHYPEHMHA, OTLLENNSETCS
dopmunn n obpasyetca KNHYPEHUH,
rMOpPoKCMIMpoBaHNe KOTOPOro npuBoaunT K
00pa3oBaHNo 3-OKCUKNHYPEHMHA, KOTOPbIV
pas3pyLlaeTcs KUHypeHUHa3ou c obpa3oBaHueM
arlaHuHa u 3-OKCMaHTPaHUITOBOW KUCJIIOThI.

N3 3-O0KCMaHTpPaHUITOBOU KUCIIOTbI
CUHTE3UPYHTCA XUHOSNIMHOBAaA, NMUKONTMHOBAA U
HUKOTUMHOBAasA KUCHOTLI.

HukoTHOBasa kucrnota (ButTamuH PP) aBnsetca
CTPYKTYPHbLIM KOMMOHEHTOM KODEPMEHTOB
aHaspoObHbIX aermaporeHas HAOD n HALD.



N3 KMHYpeHnHa nofd BO34ENCTBUEM
KWHYPEHNHTPaHCaMMHAa3bl MOXET 00pa30BaThLCS
KUHypeHoeasl Kucsioma, a U3 3-OKCUKUHYpPEeHUHa -
KcaHmypeHoeasi Kucsioma

[TpOMEXYTOYHBIM METAbONUTOM TpUNTOMaHa
ABMAETCA A-aMUHOAOUMMHOBLIN Nonyanbaerna,
KOTOPbIA TPaHCaMUHUPYETCHA B 0-KeTO agUNMUHOBYHO
KUCHOTY.

[Tpn okMcnuUTeNnbHOM AeKapOOKCUNUPOBaHUN O -
KeToaaunMHOBOW KUCNOTbl obpa3yeTca rnytapun-
KoA.

HOanee rnytapun KoA gekapb6okcunupyertcsa Ao
oyTupun-KoA, KkoTopbin B peakumax B-oKUcrneHus
pa3pylwiaetca go auetun-KoA.



HapyweHus obmeHa TpuntocaHa

» bosie3Hb 'lapmHena - reHeTU4ecKkun
oOycrnoBrieHHOe HapyLleHWE BcaCbliBaHUA
TpUnNToaHa B KULLEYHMKE N NPOKCUMArbHbIX
oTaenax novYeyHbix KaHanbues. [1na 6one3xHu
XapaKkTepeH : nennarponoaodHbIN AepMaTHT,
dooTogepmaTos, XxopeodPOpPMHbIN TMNEPKUNHES,
YMCTBEHHaA OTCTanoCTb.

* B ocHoBe cuHapoma "20s1yb6biIx nesieHoK"
JNIeXXUT HapyLleHue BcacCbiBaHUSA
TpuntodaHa, U3 KOTOPOro B KULLeYHUKe
obpa3yeTca MHAON U Aanee CUHUE UHAUTO.

e CuHee nHAUIO OKpawimBaeT MOYYy B CUHUMN
LBeT.



e CuHOpoM TaOa -cBsi3aH C 3HOOreHHbIM
AePMUUTOM HUKOTUHOBOW KUCNOTbI U
N30bLITKOM OOpa3oBaHUA MHAOOSbHbIX
coeauHeHnU n TpuntodaHypueun. B
pe3ynbraTe pa3BuBaeTCH rnyookaa yMcmeeHHas
omcmaJsiocmb U HAaHU3M.

 CuHOpowm [llpatca - HakannuBaeTcH
KWHYPEHUH, DOPMUSTKUHYPEHNH W Opyrne
MeTabonuTbl. B pesynsrarte pa3BuBatoTCA
CUMMNTOMbI CKNepoaepmMumn.

 HacnedcmeeHHast KcaHypeHypusi (CUHOPOM
KHanna-Kompoeepa).

e bone3Hb Bbi3BaHa HeAOCTAaTOUYHOM
aKTUBHOCTbLIO NMpMAOKCarib3aBUCUMON
KUHYPEHUHa3bI.



 HacnedcmeeHHasi KCcaHypeHypusi (CUHOPOM
KHanna-Kompoeepa).

e [lpn aTom 3aboneBaHNN UMEOT MECTO U3MEHEHMUS
MHTENNeKTa U HapyLleHUs! NCUXUKMU:

°* CKINTOHHOCTb K UCTEPUYECKUM peaKLuuam,
cocTossHUAM adpdekTa ¥ HeMOTUBUPOBAHHbLIM
nocTynkam,

* pbobunn, coMmHabynmam, npmUcTynobl
NMCUXOMOTOPHOro BO30YyXXAeHUs1 U cyaoporu,

° annepruyeckKkme npPosiBNEeHNUA KOXMU
(annepauvyeckue depmamo3sbi). cedbopenHbIn
AepMaTuUT, pa3fiudHble 3K3eMbl, (hoToaepmaTtos,
3K3emMa, HeupoaepMaTHT,

° YMNOPHbLIN CTOMATUT, XeUITUT U FFTIOCCHUT,
e OpoHXManbHaAa acTMma



BanuH, nevunHa n nsonemuvH

3TN aMUHOKNCOTLI C pa3BeTBIIEHHOM
yrneBoAopoAHOM Lenbio, ABNSAITCS
He3aMeHUMbIMN aMUHOKUCIIOTaMM.

Katabonmam aTnx aMmHOKUCIOT ocyLlecTBIIAEeTCA Ha
nepsou Ctagun nytem TpaHCaMmnHMpoOBaHNA C A-
KETOIT1yTapaTtoM.

3aTtemM ngeTt NpoLecc OKUCNUTENBHOIO
nekapbokcunnpoBaHuUs 00pas3oBaBLUMXCSH O-
KETOKUCNOT MMELLINX pa3BEeTBMEHHbIe
yrneBogopoaHble Lenu.

Hanee, kncnotbl (M306yTMpMn-KoA, nsosanepun-
KoA, metun-bytnpun-KoA) nogsepratorca [3-
OKUCIEHMUIO.

N3BeCTHbI HacneacTBeHHbIe |El,eCif)eKTbl
MeTabornuama BdJinHa, JfienumnHa n "3onenmunHa.



 BcnegctBue reHetunyecKkoro gedekra
doepmeHTa KaTtannsnpyroLero oKMCnmnTensLHoe
nekapbokcunmpoBaHUe a-KETOKUCNOT C
pa3BEeTBMIEHHOW YrNeBOAOPOAHOU LENbIO,

e 3TN KNCNOTbI HaKanNnIMBaKTCHA U BbIBOAATCH
N3 opraHn3ma, npuaaBasi Mo4e u
BblAbIXaeMOMY BO3AyXYy 3anax KneHoBOro
cupona"6osie3Hb KlleHoeo20 cupona”.

* bones3Hb ConpoBOXOAaETCHA MbILLIEYHOMU
PUrMOHOCTLI, CyaoporamMu, CrenoTou.

« Be3 cooTBeTCTBYOLLErO NevYeHns 6onesHb
NPUBOAUT K CMEPTM.



 Peaknm HapyLwieHMeM Katadbonumama
renuuHa ABnsieTcHa u3soeasiepbsiHo8as!
ayudemMusi - HeCNOCOOHOCTb OpraHM3ma
OKUCNATb nsosanepun-KoA.

* bones3Hb xapakTepunayeTca YCUNeHHbIM
PBOTHbIM pedorniekcom ("'peomHasi 60s1e3HbL").

 [logobHOE cocTosiHME HabngaeTca nNpu
oTpaBrieHUU NnoaamMu 3KKU-gepena,
cogepXxaliero a4 rmnornuuuH A,

onokupyrowmnn chbepMeHT gervgporeHasy
nsopanepun-KoA.

* bornes3Hb conpoBOXaaeTcA MOBPEXAEHUEM
LIHC, a cMepTb HacTynaeT B peaynbraTe
pa3BMBaloLLENCA TUMNOIMNKEMUN




[ nroKo2eHHbIe U Kemo2eHHbIe

dMUHOKUCJIOMBbI
AMuUHOKucriomsl, 63 a3oTUCTblE OCTATKN KOTOPbIX MOTYT
OblTb MCMONb30BaHbl 4SS CUHTE3a YINeBOAOB, MOMy4Ynnu
Ha3BaHWe 2/T1I0KO2EHHbIX.

K 2/1t0K02eHHbIM aMUHOKUC/I0mam OTHOCATCS anaHWuH,
LINCTEUH, MULNH, CEePUH, TPEOHUH - obpasytoLne
6e3a30TMCTbIN OCTAaTOK NMPYBaT, a Takke aMUHOKUCIIOTHI
- acnapTart, aprMHUH, TMCTUAWH, MPONWH, ryTamMar,
n3onenymH, BanmH 1 METUMoHUH. OTHOCUTENBHO
[MIOKOreHHbIMU ABMATCA aMUHOKUCNOTbI dbeHnnanaHuH
N TUPO3VH.

AMMHOKMNCIOTbI, 6€3a30TUCTbLIE OCTaTKM KOTOPbIX MOTIyT
ObITb UCNONb30BaHbl AS19 CMHTE3a KETOHOBBLIX TEM U
XKXNPHbIX KUCIOT NOJNYyYUIin Ha3BaHNE KermoceHHbIX
aMUHOKUCTIOM.

K HUM OTHOCATCA NENLNH, NU3NH, TPUNTOMaH,
n3onenunH, geHnnanaHnH m TUPO3UH



UncynuH u obMeH seuwjecms

MHCyfIUH, yBeJIMN4nBad MpoHNUaAEMOCTb Mi1a3MaTU4eCKnNX
MeM6paH A5A rNMoOKO3bl U HEKOTOPbIX aMUHOKUCTIOT,

CTUMYJIUPYET CUHTE3 IMIUKOreHa U3 rmirokKo3bl B NeYeHU U
MbiLILaX,

CUHTE3 XNpoB U3 yrsiiesoaoB B Ne4yeHN m )KVIpOBOVI TKaHMU,
CUHTEe3 OenkoB B NMne4YeHn, Mmbillluax n Apyrux opraHax.

Bce 9Tn nameHeHus HalpaBJi€Hbl HAa YCKOPEHHOE
NCMNOJ1Ib30BaHUE TTTFOKO3bl TKaHAMW, YTO NPUBOANT K CHUXKEHNIO
KOHUEHTpPauunn NMoOKO3bl B KPOBW.

Yepe3 Bbi3biIBaeMy0 FUNorrimkeMuro, UHCYJIMH
cnocoobCcTByeT npoueccy Moounnsauum rmmKkoreHa u
NUNUAoB, B pe3ynbraTte KOHUEeHTPpauus rmioKo3bl U XXUPHbIX
KMCNOT B KPOBU NMOBbLILLAETCA U YCUNNBAETCA UX
KaTabonuam.



[lpn caxapHom Aunabete, Korga MMEET MECTO
HeOOCTaTO4YHbIN CUHTE3 UHCYNMHA NoaXKenya04HOW
xenesou (anabet 1 Tmna)

UnNn, Koraa ad@eKTbl MMEIOLLErNoCs B AOCTATOYHbIX
Konun4yecTtBax MHcynunHa (gmnabet 2 tuna) He
OOCTUratoT Lenu,

B OpraHu3mMme B3aMMOCBS3aHO HapyLUaroTCS
AMMWHOKUCIOTHbIU, JIMMUOHbLIU U YINeBOAHbIW
OOMEHbI.

bone3Hb NposaBnNAeTcsa cneayowWnmMmn
CUMNTOMaMMU:

rmneprriimkeMmnAa m rMOKO3ypusd, allnaos,
KeTOHeMUA U KeTOHYypus,

rmnepasoTeMms U rmnepasoTypus, NONUypus u
NONUAUNCHUSI.



[TocneacTBmst rMNEPrimMKeEMNN Npu caxapHoOMm
nnaberte

e Hanbornee 4yactblie OCNOXHEHUA CaxapHOro
aAnaodeTta - nopaXeHue No4vekK, CeTyaTKn u
XpycTarniuka rna3s, HepBOB, apTepuM.

e [lpnunHoOmn BCemy 3aToMy - AnuUTernbHasa
rmneprnMkeMus npmBoasilian K
rMUKONU3NpPOBaHUIO OEJIKOB U KakK crieacteue,
npuBoaALLas K U3BMEHEeHUI0 CBOUCTB OerikoB U
HapyweHuno ux cpyHkumn. OgHoBpEeMEHHO
ycurnimBaeTcAa obpa3soBaHMe rmMuUKoNMnmaos,
MUKOMNMPOTENHOB U NMPOTEOrMKaHOB.



e [Ipu caxapHoMm duabeme B 2-3 pa3a OonbLue
yeM B HOpMe uaeT obpasoBaHue
MUKONTIM3UPOBaAHHOIO reMorrioomHa
OTJIN4YaKoLLerocsa ot HOpmManbHOro
remMorriobmHa cpoacTBOM K Kucnopoay. Y

° CUNINBAETCH IMUKoNM3npoBaHue OernkKa
XpycTanuka rrna3sa KpucTtarnsiimHa, KOTopbIn
BCneacTBUe 3TOro oopasyet KpyrnHble
arperaTbl, pacceMBarliue CBeT U
YMEeHblUawLwme nNpo3pavyHOCTb XpycTarnuka.
OOpa3yeTca KaTapakTa.



 BcneaocTtBve NOCTOAHHO BbICOKOIoO YPOBHS
rMOKO3bl B KNeTKax apTepuanbHbIX CTEHOK, B
apuTpouuTax, knetkax LLiBaHHa, B xpycTanuvke u
ceTyaTKe rfnasa, B CeMeHHuUKax naet ycurneHHoe
npeBpaLleHue rmwKo3bl B copobuton (npu
rarakrosemMmumm copouton oobpasyercs u3
ranakrtosbl).

e CopOuTON NSIOXO NMPOHUKAET Yepe3 KINeToYHble
MeMOpaHbl U ero HakornfeHue NpMBoOAUT K
OCMOTUYECKOMY HAaOyXaHUIO KNEeTOK U HapyLUeHUIo
nX PyHKLUMN.

e MNMoBbIWEeHNe KOHUeHTpauum copoutona B
LUBAHOBCKUX KJ1IeTKaX HEPBHOM TKaHW, NpuUBOAUT
K YMEHbLUEHUIO CTPYKTYPbl MU3JIMHOBOW
00O0JI04YKHN, K HAPYLUEHUSAM NPOBOAUMOCTU aKCOHa.
HapywaeTtcs 4yBCTBUTESNIbHOCTb, BO3HUKAIOT
OHeMeHUA B pa3HbIX YacTAX Tena.



« HakonneHune copbuTtona, rMMKONPOTEUHOB,
NPOTEeOornMKaHoB W rMUKONMN3UPOBaHHOIO
KonnareHa nNpuBOAUT K HabyxaHuio u
yTosnLweHno 6asanbHbIX MeMOpaH, K
OKKJT1HO3UM KanUnnsapoB B KNydo4yKax noyex.
HapywaeTtca dounsTpauMoHHaa (yHKUUSA
Nnoyex.

e AHanNornyHble N3MeHeHUs Kanunnapos
NPOUCXOOAT B ceTyaTKe rnasa. BosHukaer
OTEK CeTYaTKN U NoABNAIOTCS
KpOBOU3NUAHUA, NpUBoOAsALLMe K crenoTe.



benkoBas HeOOCTaTOYHOCTb

* [1pn NnnTaHNUM YernoBeka NCKNYNUTESNBHO
pacTUTENbLHOWU NULLIEN MOXET BO3HUKHYTb
COCTOsIHMe 0enKkoBOWM HeOJOCTAaTOYHOCTMW,
OCOOEHHO TAXeno NpPOoSABIAIOLENCA B
AEeTCKOM Bo3pacTe.

* bones3Hb, Bbi3BaHHaA OenkoBoun
HeQOCTaTOYHOCTbLIO Y AeTEN, nony4vuna
Ha3BaHMe KBALUMOPKOP (KpaCHbIN Marib4MK),
npu3Hakamm 60ne3Hn ABNAIOTCA KPpaCHbIN
LIBET KOXXWU U BONOC, 3aAepXXKa pocTa,
ManokpoBue, NopaxeHue NoYeK U NneYeHwu.

 bonesHb ABNAETCS cneacTBUEM HU3KOTO
coaepKaHnd Jin3anHa B paCTI/ITeJ'IbHOI7I NMnULle.



