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vV vy Vv VvYyvyy

[1naH nekyun

TumnoBsie HapyIIeHUS OCIKOBOTO OOMEHA
benkoBo-sHEpPreTuYeCcKast He10CTaTOYHOCTh
Hapymenue pacmenienus 0eiakoB B KKT
Hapy1mienus 06e1KoBOro cocTaBa mia3Mbl KpOBU
PaccTpoiicTBa MeTad0IM3Ma aMMHOKHUCIOT

HapyliieHnne KOHEUHBIX 3TAIlOB
Kara0oan3Ma OeJIKOB
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TunoBble HapyLleHnst 6enKoBoro
obMeHa

HecooTBeTcTBME NOTPebHOCTM OpraHM3Ma B
6enkax nx nocTyngeHno B OpraHn3m

HapylweHue paclienneHmns 6enkoB B XKT

HapyweHns TpaHcMeMbpaHHOro nepeHoca
AMUHOKNCOT

HapyLueHns 6enKoBOro coctaBa Maa3Mbl KPOBU
PAcCTponUCcTBa MeTabomM3amMa aMMHOKUCTIOT

HapyLleHne KOHEYHbIX 3TanoB Katabonn3ma
benkos




HecooTBeTcTBME NOTPEOHOCTN OpraHM3Ma B
6enkax nx NocTynneHnto B OpraHmu3m

<

LI AT AT\l

N3BbITOYHOE
MOCTYTJIEHUE
BEJIKA B OPTAH/3M

ACAUCTATUR
MNOCTYIMNEHNA
BEJIKA B OPTAHU3M:
benkoBoe rosnogaHue
-AbcontoTHoEe
-[lonHoe
-HenonHoe
-HacTtnyHoe
benkoso-
3HepreTuyeckas
HeaoCTaTOYHOCTDb

A4

HAPYLLEHWNE
AMUHOKUCIIOTHOIO
COCTABA
[NMOTPEBJIAEMOI' O
BEJIKA

NOJIOXWTE/bHbIN
A30TUCTbIV
BAJIAHC

P

OTPULATE/IbHbIA A3OTUCTbIV
BAJTAHC




befiIkoBO-2HepreTunyeckas
HeAOCTAaTOYHOCTDb

» a/IMMEHTapHO-3aBUCUMOE COCTOSAHWE, BbI3BaHHOE
[OCTATOYHbIM MO ASINTENBbHOCTU U/nnn
MHTEHCMBHOCTW NpenMyLLIeCTBEHHbIM 6eNKOBbIM
N/UNN 3HepreTM4YecknM ronogaHmem,

» nposiBagtoleecs AeduumToM Macchl Tena n/mnu
DOCTa U KOMIMMEKCHbIM HapyLUEHMEM rOMEOCTa3a
OpraHmM3ma B BUE N3MEHEHUSI OCHOBHbIX
MeTaboIM4yecKknx NpoLeccoB, BOAHO-
3M1EKTPOSIMTHOro AncbanaHca, U3MEHEHUS
COCTaBa Tesa, HapyLLEHNSA HEPBHOW perynaumm,
SHAOKPUHHOro AncbanaHca, yrHeTeHus
MMMYHHOW CUCTEMbI, ANCHYHKLINKU XKENYA0UYHO-
KULLEYHOro TpakKTa U APYrmx opraHoB U CUCTEM




KnmHuko-natoreHeTuueckue
BapuaHTbl Tsh)xenou bOH

® AJINMEeHTapHbIN Mapa3Mm
(annumMeHTapHasa aucrpodpus)

® KBawumopkop
® Mapa3m — KBalumopokop

(Mapa3MaTUUeCKUM KBaLLMOPKOP)



ANMMEHTapHbIN
YEEEDY

*Pe3ynbTaT TAXKENIOro
6enkoBoro m
3HepreTu4yeckKoro
ronopaHus, gedpuunTta
BUTaMUHOB U MUHepaJioB
(c6anancuposaHHas bOH)

*Pe3koe ucroujeHue 3a
CYET aKTUBHOM
YTUIN3ALMUN MbILLUEYHbIX
6enkos




KBawumopkop —

HecbanaHcMpoBaHHan
anMMmeHTapHasa bOH

Terpaga hxenudapa

® OTtekmn
® OTtcraBaHue B PU3N4YECKOM pa3BUTUMN

® ATpocdusa MbiLlL C COXPpaHEeHueM
NOAKOXXHOIO YXUPOBOIo CJ10S

® OTcraBaHue B HEPBHO-NMCUXUUYECKOM
pa3BUTUMN



KapaKTepUcTHKA
OnpegeneHme

AMM0N0IKA

KIMMHWHeCKan
KapTUHa

[uarHocTura

KBaLLIMOpKOp

ANMMEHTAPHAA HEAOCTATOYHOCTE BEMKA NPK M2OLITKE B MULLIGBOM PaLMOHE
¥INeBofoe.

PazeuTue 2a60MeBaHuA 06YCNOBNEHE! COLMANEHO-3KOHOMUHECKMMI NPUYMHAM:

* BLICOKME LIeHE! HA MPOTYKTLI, BOraTeie GeMkom;

* NOCTYMHOCTL ANA HACENEHMA HEAOPONX NPOAYKTOR NUTAHWA, BOrATLIX

yrneeopamu (KapTodenk, pUe, Mamc, SaHaHel);

* PENATMO3HEIE YOEXEHMA (BeraTapHaHLb);

* HEAOCTATOYHO BLICOKMA KYNETYPHLIA YPOBEHL HACRNEHWA

(OTCYTCTRIAE 3HAHWIA B OGNACTH PALMOHANEHOTD MUTAHKA NETERA);

* HHCPSKLMOHHE(E 3a60NSEEHWA, B TOM YWCTE MMACTHEIE MHEAZWA.
KBaLMOpKOp HAGNOALTCA y LeTei B Bo3pacTe 1-4 neT. SafepxkKa pocTa,
OTCTARAHKE B NPMOABKE MACCHI TENMA, NRMMIMEHTALIMA KKK, HANUHKE TPALLIMH,
3PO2MIA HA KOXKE, IBPMATO2bI, XEMyJOHHO-KULLEYHEIE PACCTPONCTEE, HEMIY.
FA3bIK APKWIA, MaNKKHA, NKLLIEH COCO4KOB, BONOCH! TYCKNbIE, MHOTOE NONHOCTHH

0GECLPEYMBAIOTCA. Cyxme BONOCE! NErKD BeiNAfAKT, OCTABNANA YHACTEM 0GNLICEHMA.

CTyN YaCTLIA, MCTIPAKHEHUA XIMIKKME, C NPUMECHID CIK3W, CONSPXAaLLME
HeMepeBapPeHHLIE KyCOYK NULLW. OMCTROMMYSCKME MameHaHkd B LIHC.
3a60NeeaHMe paserBasTCA NOCTENEHHO, PRGEHOK TRPAET anneT T, anaTuHeH,
MANONOABKEH, ArPECCHESH, YEMMHASTCA, NOAONMY 0CTAETCA B 2ACTHIBIGA NO32,

NOCTENEHHO OTKAZLIBABTCA XOMMTL. CHWKEHWE MBILLIEYHOD TOHYCA, MMNOPEPNEKCHA.

HapyLueHHe TepMoperynAauMK (XON0AHEIE KOHEYHOCTH B XAPKYIO NOrofy).
OBLmMi aHamM2 KPOBW: MEranobnacTHaR aHeMUA, SHOXMMIA KDOBMK:

CHIDKEHME KOHLEHTPALMM aNbOoyMKHA (MeHbLLE 25 /), TPAHCepprHa, MI0KO3kI,
XONECTEPMHE, aMMNA3LI, XOMMHACTEPA 26!, TPAHCAMMUHA 3L, MAMNA36!, AKTUBHOCTH
NaHKPEaTHYSCKIX 3HIMMOB, ASCDULIMT HATPMA, KANWA, MarHKA.
MpoGa Ha TONEPaHTHOCTL K IMIOK03e — AWaseTMHECKKA TMM KPMBOR.

Mapazm

Peaxoe MCTOLLEHME OpraHn3ma, MyGokue aTpouyeckme
HAMEHEHMA OPraHoR, CUCTEM, CKENETA, KOXHbLIX NOKPOBOR,
MBILULL, 28 0ePKKa NCHXOMOTOPHOMO PAaIEMTHA.
Pa2euTve 3adonesaHns o6ycnoBneHo
COLMANEHO-IKOHOMUHECKMMM NPMYMHAMMA:

* BbICOKHE LIEHBI HA NPOYKTLI;

* OHOCSPAZHO. CKYIHOE NUTEHWE,

a B pAge cNy4aee ronofaHue.

CHVYDKEHWE MACCH TENa GonbLwe, e Ha B0%, aTpopma MeiuL,
NOOKOXKHOM KMPOBOIN KMETYATKK, 0TCTABAHKE B POCTe.
McToweHwe, kaxekens. PEGEHOK C KXy LUWMMICH YANHHEHHBIMK
KOHEYHOCTAMK, HEMPONOPUMOHANEHD SONBLLIOA FONOBOA.

Koxa cyxas, Apacnan, HeanacTiyHan. Bonock cyxme, nerko
PACYECHLIBAKITCA 1 BLINANAKT. ANMNETHT COXPAHEH, «MONOAHBLIA
KpMKe . TpK DIATENEHOM MCTOLLEHAW ATPOCWA THMYCE,
NONUPANOBMTAMUHOS, MMMYHOOE(DULAT, OTCTARAHKE
HEPBHO-NICMXHMHECKOT0 PAIBMTA.

YPORSHE GENKOR KPOBM MOMET BbiTh HOPMAEHEIM
(anbEyMIH, TRRHCEPPIH); BECOMUMT COMATAYECKAX GEMKOE.



HapyLieHune paclienneHuns 6enkos B XKKT

HapyweHne nepeBapuBaHus
6enka B TOHKOM KULIEYHUKE

HapyLueHue pacuienneHus
6enka B xenyake




XXenynouHaa axunnsa CHMKEHNE aKTUBHOCTHU
nencuHa
Pe3ekuus xxenyaka

HapyweHune HabyxaHus Monekyn 6esnka
CHMmKeHue nepeBapMBaHUS KOJUU1areHoBOoro
KOMIMOHEHTAa
CHMmKeHuMe pacuiensieHns 6en1KoB MblLeYHbIX
BOJIOKOH
3aMeaneHune 3BaKyalum NULLEBOro KoOMka B 12-n

KULUKY

HacneacrBeHHble, NpUObpETEHHbBIE
chakTopbl

[laHKpeaTnyeckaqd HeaoCTaTOYHOCTb
CnHapom Manbabcopbunm

LI,M Tpw nenTuabl,

l AMUWHOKUNC/IOThI
[noTeHoBas uenMakus (aHTeponaTus)
L [[HUNOCTHasa ancnencus

+ HapylleHnsa BcacbiBaHMAa AK
AMHHOKHCJIOTBI

KpeaTtoped




HapyLieHns TpaHcMeMbpaHHOro nepeHoca
AMUHOKNCNOT

MEMEBPAHOIMATUU
[lepBUYHbIE
BTopuyHbIe

Qaﬂbl HapYyLIEeHUs TpaHCnopTa aMMHOKMCﬂD

3 KnweyHnka B KpOBb \

3 KpoBM B renatouuThl

l

/3 nepBnYHOM MOYM B KPOBb
(cnHapoM @aHKOHM, LIUCTUHYPUS)

/3 KpOBM B KSIETKW OPraHOB M TKAHEWM

HapyweHune ¢yHKumn 6enKkoB B OpraHu3me,
6enkoBoe rosogaHue




HapyLueHne BcacbiBaHUS aMUHOKMCAOT (B KULLEYHUKE)

HapyLweHne Na-3aBMCcMMOro BcacblBaHUs

HenTpanbHble AK ¢
KOPOTKOM 6OKOBOM LIEMbIO

(anaHWH, CepyH, TPEOHWH) SHTEPOUMNT Kanunns
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HapyLueHuns 6e1KoBOoro coctaBa nsa3Mbl KpOBU

'MnepnporenHeMus

F'MnepcuHTEeTNUECKas: YCUneHHbIN aHTuTenoreHes (BocnaneHue,
anneprus, BakUnHaums) — abcontoTHasa runepnpoTenHeEMNS

FeMOKOHLIeHTpaunoHHasA: CrylleHme KpoBu- OTHOCUTESIbHas
rMneprnpoTeENHEMUS

lapanpoTeMHeMMms - cMHTe3 naTonornyeckmx 6enkoB — anbda-
eTonpoTtenHa (3MbpUoHasnbHbIM 6€10K) Npy NEPBUYHOM paKe MeyYeHu,

IgM — npn MMenomMHon 60n1e3Hn

f'MnonporeMHeMus (rmnocMHTETUYECKas,
reMoavoLMOHHanN)
- AeduunT nuuiesoro benka.

- HapylweHne 6enoKCUHTE3NPYOLWEN DYHKLNKN NEYEHN
(MHTOKCMKaUWUK, renatut, LMppo3 neyeHn)

- n36bIToOYHas noteps 6enka c

3KCCyAaToOM, MPOTENHYPUSI.

OncnporeMHeMums 3a6oneBaHns NeYeHns, anieprusi, BoCrnaneHue,



PacctpolctBa MeTaboniamMa aMMHOKNANOT




HapyLlleHne OKUCITUTENBHOIO
ne3aMUHUPOBaHNA

Hapyiiienne OKUCIUTENLHOIO J1€3AMUHUPOBAHUS -

MATOJIOTUsI KATA00/IM3MAa AMUHOKHCJIOT - YIAJCHUS 0-aMUHOTPYTIIIBI, KOTOpas
BBIJICIISIETCS] B BUJIE aMMUaKa U 00pa3oBaHus 0€3a30TUCTOrO ocTarka (o-
KETOKHUCIIOTHI).

[IponykT ne3aMUHUPOBaHUS - aMMHAK.

—
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HapylleHne OKUCTUTENBHOIo
ne3aMUHUPOBaHUA

KaTta60/21M3M aMMHOKMNCAOT 1, COOTBETCTBEHHO,
peakuum AE3aMUHNPOBAHNS YCKOPAKOTCA NpW:

e ros2liofaHnMU B pe3ynbTaTe YCKOPEHUSA pacnaja
6enKoB TKaHeu;

* MOCTYMN/IEHNN C NULLEN 6OJIbLLUUX KOJINYECTB
6enka;

e caxapHoOM auaberte v Apyrnx ASIMTENLHO
NpOTEKALWMX TSHKENbIX 3ab0eBaHusaX, TakxKe
COMNPOBOXAAIOLLIMXCA pacrnagoM TKaHEBbIX 6eNKOB.

ConpoBOXAaeTCA aMMUAYHON MHTOKCUKALMEN



HapylueHne TpaHCaMUHUPOBAHUS

» HapyuweHue TpaHCAaMMHUPOBaAHUA — HapyLUeHUue
peakuuu nepeHoca aMMHOrpynnbl C
AMUHOKMUCNOTbI (JOHOPA) HA Ad-KETOKMUCIOTY
(akuenTop), B pe3ysbTaTe Yyero obpa3ytoTcs HOBas

KETOKNC/I0TA N HOBAA aMNHOKUCI10TaA.

ﬂ B6 - nupnaokcanbdocdart

Avnporpancgepasa

|
COOH
AMHHORHCIOTA, u-Kertokuciaora a-Kerokuciota AMHHOKMCIOTA,

[TyTeM TpaHCaMUHUPOBAHUSA U3 COOTBETCTBYIOIIUX O
KETOKHUCIJIOT CHHTE3MPYIOTCH 3aMeHUMble aMUHOKHUCJI0TbI, €CIIM UX B
JAHHBIM MOMEHT B TKaHHU HEJIOCTAaTOYHO. Takum o0pa3zom
IIPOMCXOJIUT Mepepacnpeae/eHue AMUHHOIO a30TAa B TKAHAX U OpraHax.

m HEOQOCTATOYHOCTb AMNHOKUCIIOT



HapylueHne aekapbokcnnmpoBaHUS
AMUHOKNCNOT

» [ekapbokcnnmpoaHue AK - npoLiecc oTWENIEHUS
KapbokcunbHOM rpynmbl aMMHokncnoT B Buae CO2.
HecMoTps Ha OrpaHUYEHHbIN KPYr aMUHOKUCIOT U NX
NPOU3BOAHbIX, MOABEPraoLLMNXCa AeKapboOKCUIMPOBAHUIO B
XXMBOTHbIX TKaHSIX, 0bpa3ytolmecs NpoayKTbl peakumm —
O1oreHHble aM1HbI — OKa3bIBaOT CUTbHOE
$apMaKonoqueCKoe [IeNCTBME HA MHOXECTBO

N3NONOrNYECKUX (PYHKLIMM YENOBEKa N XXUBOTHbIX.

» [unctmanH =—————— YCTAMUH

» [IyTAaMUHOBAsA KUC/IOTa™raMMa-aMMHOMACISIHAs KUCoTa
> TPUMNTO(MAH === CEPOTOHUH



VCRWIKCTORYpPHMi
(dbeHnnnupoBuHoOrpagHas onuropeHnn)

[ledeKkT cuHTEe3a hepMeHTa

Tvn HacneaoBaHWS — ayTOCOMHO-PELIECCUBHbIN

MeTabonunuyecknn 610K Ha 3Tane nNpeBpaLleHns
q)eH Mn ana H M Ha B TM pO3M H MyTaU.Wil reHa rmgpokcunasbl

cpeHunanaHmHa PAH

Xpomocoma 12

DecpmumTt rugpokcunasa

cbeHunanaHuHa (PAH) B
neyeHu

HakonneHne deHnnanaHMHa B KpoBy
HELI,OCTaTOK ™ pO3M Ha Hakonnenne peHunaianuaa

HefocTaTok Npon3BOAHbBIX TUPO3WHA — KaTEXOIAMUHOB,
CEpOTOHUHA

Ob6pa3oBaHMe 1 HaKOMMIEHME B KPOBM U MOYE TOKCUYECKUX METAO0NNTOB
dheHmnanannHa: PUHUNNMPOBMHOIPaAHas KUCNOTa,

deHnnMonoyHaqa kucnorta, PeHnnykcycHasa KncnoTa




[posiBNEHNSA PEHUNTKETOHYPUN:

[lcuxnyeckoe Heaopa3BUTHE

BAnocTb, pa3apaXntenbHOCTb, 6ECNOKONCTBO
pebeHKa

[locBeTNneHne BOJIOC, paay>XKu rnas

3anax MoYn «3ansieCHEBENbIV MbILLWHBLIWM, BOAYNN»
[ MNOTOHUSA MbILL

ApTepuanbHaga rmnoTeH3uns

CynopOXXHbI CUHAPOM



ANKanToHypus

NedeKkT cuHTe3a
Tun HacneaoBaHNUA — ayTOCOMHO-peLeCCUBHbIN

MeTtabonunuyeckumn 610k Mmetabonunsama
roMOreHTU3SMHOBOU KMUCJOTbI




ANKanToHypus

HakonneHne roMoreHTM3MHOBOW KUCOTbI B KpOBU

HakonneHne roMoreHTU3MHOBOM KUC/IOThI U ee
NPOAYKTOB OKMUC/IEHUS B MOYeE

«4yepHas» Moya

OTNOXeHMe roMOreHTU3NHOBOW KMUCOTbI B TKAHAX:
KOXe, KOCTSAX (MO3BOHOYHUK), XpsLle (CycTaBbl),
CK/iepe, NoyKax, HaanoYeyYHUKax, WMTOBUAHOW,
NnoaXenyao4yHou, npeacraTesibHON Xenesax,
MWoKapAae, SHAO0TEeNNN COCYAoB

OKMCNeHNE roMOreHTU3MHOBOW KUCNOThI

O6pa3oBaHne MenaHNHNOAOOHOro NUrMeHTa —
anKanToHa

OXpOHO3 — TEMHO-KOPUYHEBOE MPOKPALLBAHNE
TKaHEN



OXpOHO3 CK/Iepbl U «YepHbIe YLIn>» Y
60/bHbIX anKanToHypuen




HapyLlleHne KOHeYHbIX 3TarnoB
kaTabonunsma 6eskoB

» TMNEPA3OTEMMUA — yBennyeHune
KOHLIEHTpauUnn a3oTcoaepXXallux BeLlecTs B
nsa3Me KpoBu Bbllle HOpMbI (HopMa 14-28,5
MMOJ1b/N)

-NpoAYKLMOHHAsA
-pETEHLIMOHHAA



a A

HapyweHus obMeHa
HYKJIEMHOBbIX
KMUCNOT

{ v

[OBATPA N ( oPOTAUMAYPUS

TVIMEPYPUKEMMS (HapyLeHne obmeHa
TUIMOYPUKEMMS UPUMULNHOBBIX
(HapyLueHue nypmHoOBOro OCHOBaHMI1)

obmeHa) Y 0




Moparpa

JTHoNorusa:
[IpnobpeTeHHble PaKTopbI
N36bITOUHOE NoTpebneHne 6enka
[ MnognHamms
ComaTtnueckme 60ne3Hun
HacneacreeHHble hakTopbl
HepoctaTouyHOCTb hepMeHTOB MeTab0/IM3Ma MOYEBOW KUC/OTbI

MaToreHes:
YBennyeHne B KpOBM KOHLIEHTPALIMM MOYEBON KUCOTbI

"MeTabo/In4eCKu MexXaHu3Mm
[eHeTn4yeckn 06yCnoBEeHHbIE HapyLLIEeHNs CMHTE3a hepMEHTOB

HenoctaTo4yHOCTb MMMOKCAHTUH-TYaHUH-OC opm603w1 TpaHcdepasbl -
YrHETEHME peCMHTE3a HYKNeoTUaAOoB 13 nypuHos (CuHApoM Jlewa-HuxeHa)

Bbicokasi akTuBHOCTL (hOCHopnbo3nnTpaHchepasbl N KCAHTUHOKCMAA3bI
- MOBbILWEHHbIN CUHTE3 npeawecTBEHHNKOB MOYEBOW KMUCNOTHI

A4

YMeHbLleHne IKCKpeuuun MOYEBOW KUCNOTbl NOYKaMM




T’MNEPYPUKEMMUA

AKTHUBAIIUA TIVIASMEHHBIX CUCTEM: KHHHHOB, KOMIIUIEMEHTA, T'EMOCTA3A

OBPA3OBAHUE XEMOTAKCHHOB (C5a,C3a U JIP.)

MOBWIN3ALIAA JEMKOIUTOB (MUKPO- I MAKPO®AI'OB, TUM®OIIUTOB) B MECTA
OTJIOXKEHUA KPUCTAJLJIOB MOYEBOWM KHCJIOTHI

CHUHTE3 U CEKPEIlUA ®ATOIUTO3 JIEHKOIIUTAMHU MOBPEXJIEHUE TKAHEH
JEUKOIIMTAMHA MEJIUATOPOB KPUCTAJLIOB MOYEBOW
BOCHAJIEHUA KHUCJIOTbI

OBPA3OBAHUE AHTHUT'EHOB

PABBUTUE PEAKIAA XPOHUYECKOIO BOCIAJIEHUA, AJUVIEPTUM, UMMYHHOMU AYTOATIPECCHUH

®OPMUPOBAHUE MOJATPUUYECKHUX N'PAHYJIEM U “INAIIEK” — TOPHI URICI




NMOAAIPA




