PETYJISILIAS 1
MATOJIOT U
BEJKOBOI'O OGMEHA




['opMoOHaNIbHAS PETYIISLUS OCIIKOBOIO

oOMeEHa.
[ OopMOHBI-aHAOOIHKH: [ O pMOHBI-KaTA0OJINKHU:
m o CalflF, = KOPTUKOCTEPOUJIBI,
= HWHCYJIWH, = THPOKCHH B OOJBIINX
= AHJPOTECHHI, AO3aX.

= OCTPOrcHBbI (Ha OpraHbl
PEIPOAYKIINH),

= THUPOKCHH B MaJbIX J103aX
B JICTCTBE.



CoMaTOTpONHBIA TOPMOH

CIIOCOOCTBYET POCTY MBIIIIL, KOCTEH,

MOBBIINIACT IPOHUIAEMOCTH KJICTOYHBIX
mMeMOpaH a1 AMK,

' vnodwna

YCHJIMBAET BCE ATAIlbl CHHTE3a OelIKa,
3aICPKUBAET a30T B OpraHu3Ma,

00€cIIeunBaeT SHEPreTUIECKY0 CTOPOHY CUHTE3a
OeJiKka,

IIEPEBOAUT KUPBI B YITICBOJIBI,

IIPUBOAUT K HOJ0KUTEIBHOMY a30TUCTOMY OajaHCYy.



Nucynun

= OKa3bIBaeT OeJIOKcOeperaromun 3PQEKT, TaK Kak
TOPMO3UT [IFOKOHEOICHE3,

= YCHJIMBAET BCE ATANbI CHHTE3a OCJIKa,

= MOBBIIIACT CPOACTBO KIETOUYHBIX MeMOpaH kK AMK.




DCTPOIrCHBI

s B MATKC N MOJIOYHBIX 7KCJIC3dX YCHUIIMBAIOT BCC

yTalbl CUHTE3a OelIKa.

AHIPOr€HBI

= CIIOCOOCTBYIOT CHHTE3Yy Oenka
B MBIIIICYHON U KOCTHOM TKAHSIX,

ICTPHOJ

= YCWJIMBAIOT BCE TAIlbl CHHTE3a O€JIKa,
= akTuBHUpyrOT PHK-nommumepassl, oH

CHs
s YCKOPSIOT TPAHCIIOPT HYKJICOTHU/IOB. yi
oZ

TecTtocTepon



TupoKCHH B MabIX J03aX

B PAHHEM JICTCTBE
0 HpI/IBOI[I/IT K HOJIO)I(I/ITCJIBHOMY

a30TUCTOMY OajIaHCYy,

= CIIOCOOCTBYET YCKOPEHHIO POCTA,

= BIHSAET HAa JUPDEPECHIUPOBKY KICTOK,

= [OBBIIIACT AKTUBHOCTH (DEPMEHTOB,

= YCUJIMBAET TPAHCIAIUIO, TPAHCKPHUIIILIHIO,

= YCHJIMBACT CUHTE3 O€JIKa 3a CYET 00CCICUYCHHUS
IIPOIECCA SHEPTUEH.

CH ,— (|3H COOH
NH,

THPOKCHH



TrpoKCcHH BO B3pOCIIOM OpraHu3Me B
OOJIBIIINX JT03aX

= YCHJIHMBAET pacmaj Oelika,
= YCUJIMBAET ACHUCTBUE IPOTEHUHA3,

AMK cTaroT S3HepPreTHYeCKUM MaTepHaIoM.



| TFOKOKOPTUKOUTBI “a

KaTa0OJMKHM BO BCEX TKAHIX KPOME ICUYCHH,
AKTUBHPYIOT ITTFOKOHEOTCHE3,
IPEIATCTBYIOT CUHTE3Y 3aMeHUMbIX AMK,
TopMO3iT TpaHcnopT AMK B TkaHH,
ycuimBaroT pacnag AMK,

AKTUBUPYIOT CUHTE3 MOYCBHUHBI,

OKA3bIBAKOT CH,OH
MMMYHOEIPECCOPHOE ICHCTBHE. oo
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BpoxaEéHHas maroaorus 0CIKOBOTO
oOMeHa

CBSI3aHA C TCHETUYECCKUMU Ae(PEKTaMU CHHTE3A,
N3BecTtHO 0KO0I0 2000 HaCIIeICTBEHHBIX O0JIE3HEMN.

KaxX1p11 4€JIOBEK — HOCUTEIIb 4-8 TECHOB, KOTOPHIE
MOT'YT BBI3BaTh Pa3BUTHUE O0JIC3HU MPHU
OIIPEACIICHHBIX YCIOBUAX.

OTHU I'€HBbI YHACJIEIOBAHbI OT POAUTEIICH WUIIN
pPE3YIbTAT MYTallUM.



10% Bcex cirydae yMCTBEHHOW OTCTAJIOCTH Y
AeTer 3a CUET MH(PEKIUM Yy OepEeMEHHBIX

Oco00 OMacCHbI: %
= KOpEBas KPacHyXxa, ;

= [[UTOMETaJIOBUPYCHAsI HH(MEKIINS,
Kypenue, ajikoroiib, HapKOTUKH h
IIPUBOJAT K A€(DEKTaM y JETEH.

X




bone3nu, 00yCI0BICHHBIEC BhINAICHUEM

CHHTE3a MOJICKYJI O€IKa
(M3-3a HEMPABUIILHOTO CTPOCHUS U (DYHKIIHHU I'€HA)

« DepMmeHTONaTUM (MNIMKOTEHO3BI, TUIIOU 1036,
aToJOrusl OOMeHa (peHUJIaJIaHWHA, TUPO31HA,
METHOHMHA, [IUCTEHHA, raJaKTO3EMHUsl).

« HedepMmeHTaTuBHBIC MPOTEMHOIIATUH
(reMOTTI00MHO3BI).



JlaboparopHas JMarHoCTUKA
BPOXKJIECHHBIX HAPYIICHUM METa00In3Ma

« O HEIOCTAaTOYHOCTH (PepMEHTA CYIsT
KOCBEHHO MO MOBBIICHUID KOHIICHTPALUH
MCXOQHOTO BEIECTRBA.

« [IpssMoe onpeneneHre akTMUBHOCTH (DEPMEHTOB
IPOBOIAT B CIIEUAITM3UPOBAHHBIX [IEHTPAX.



N3 3a001€BaHNN, CBA3AHHBIX C BPOXKIEHHBIMU
HapyIICHUIMHA META00IM3Ma Yallle BCTPEYArOTCs

(P €HUIIKETOHYPHS,
[MUCTUHYPHS,
00JIe3Hb XapTHaIa,
UMUHOTTIUIUHYPHS,

TMCTUANHCMMUAI.



(D EHUIKETOHYpUS

[DennanaHvH
CvHTEe3 benka meHI/IJ'IaJ'IaHVIHOKCVIﬂa3a
(MeHMNNMPOBUHOrpaaHanA MeHNyKcycHas meuwnlmrnoquaa
JE= |
| ! }
Mos3r lMeyeHb MNoykn
(HakonneHve) {(HakonneHue) (BbiaeneHve)

(MeHUNreKoHoBbIe Tena



AMUHOAIUIYPHUHU

-OJYH 13 NEPBBIX CUMIITOMOB HapylieHus: meradoimsma AMK

« lIpepeHanbHbIe aMUHOALIMYPUA
00yCI0BIEeHBI BBICOKOM KOHIeHTpanueid AMK B miasme.
AMK noctymnaroT B IPOKCHUMAaIbHbBIC KaHAJIbIIBI B
KOJINYECTBAX, IIPEBOCXOISIIMNX PEaOCOPOIMOHHY IO
CITOCOOHOCTH KaHAJILIIEBOTO DITUTEIIN.

= PEHanbpHBIE aMUHOAIUIYPUA

CBSI3aHBI C IMMOBPEKACHUEM IIOYCYHBIX KAHAJIBIICB.
Conepxanne AMK B 11azMe KpOBU CHUKEHO B
PE3YJITATE MOTEPU UX C MOYOHM.



bone3Hu, 00yCIIOBIIEHHBIE CHHTE30M MOJICKYI

O€lKa C HEPABUJIBHOM CTPYKTYpPOU
0 FCMOFHO6I/IH03I>I, IJIMKOI'CHO3bI, JIUITION103bI,

« Oone3ns Buincona-KonoBasoBa
(aHOMAJIBHBIN LIEPYJIOIIAa3MHUH ),

« IIpu cuHTe3e 1-6-DJII ¢ HEnpaBUILHOU
CTPYKTYpOH, eciiu coxpaHnsercs MmeHee 10%
AKTUBHOCTH (DEpMEHTA,

TO HAOJIOOAETCA FrEMOJINU3.




DepMEHTOIIaTUM KAK CJICICTBUE
HE3PEITOCTHU KIETOYHBIX CUCTEM

(6one3HM HOBOPOKICHHBIX )

= TEMOJUTHUYECKAS aHEMUSI HOBOPOKICHHBIX,
= CHHIPOM MajabaOCOpOLUH,

s THIICPAMMOHHUCMUII.

Y HOBOPOXKIEHHBIX (DYHKIIMOHAJILHAS HE3PEIOCTh
(hbeHMIanaHuH-, THPO3UH-, cepocoaepxkammx AMK.



[TaTomorus yCBOCHHUS NHUIIEBBIX OCIKOB.
I IpyuunHEL:

HApYILIECHUE CEKPETOPHOU U MOTOPHOU
(PYHKILIMH JKEIyAKa U KUIICYHHUKA,

ne(puIUT (EPMEHTOB,
HEAOCTATOK COJISIHOW KHUCIOTHI,
ratoaorus JKKT,

HApYILIECHUE BCACHIBAHUA.



IlociaencTBug HEAOCTATOUHOTO
YCBOCHUS MUILEBBIX OCIIKOB

aJMMEHTapHasl O€IKOBask HEAOCTATOYHOCTb,
OTpHLIATCIBbHBIN a30TUCThIN OallaHC,
CHHKCHHE HMMYHOPEAKTUBHOCTH,

YCUJICHHE OAKTEPHUATBbHOIO PaCIICIIIICHHUS
OeJka.



HapylieHue TkaHeBOro MeTadoan3Ma
OEJIKOB

Hapyienue cuaTe3a OCJIKOB IIPH:
= 3200JIeBaHMIX IICUYCHH,

s THUIOKCHH,

= AIMa03e,

=  MHQDEKIHAIX.



HapyniuTe COOTHOIIEHUE MEXK Y
CHHTE30M M pacnagoM OejIKa MOTYT

AJIMMCHTAPHAA HCAOCTATOYHOCTD,

pPacCTPOMCTBA HEMPOIHAOKPUHHOM
PETYIIALINHA,

HAPYIICHHUC JHCPICTHUYCCKUX ITPOLOCCCOB,

N3MCHCHHNC AKTHUBHOCTH IIPOTCA3
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HapyuieHrne MeKyTO4YHOT0 0OMEHa
AMMHOKHCIIOT

Hapymenune tpancamuaupoBannss AMK
IIpU HEJIOCTATKe BUTaMuHa Be,

IIPY YTHETCHUW AKTUBHOCTH TPaHCAMHHA3,
Py HAPYIIEHUSIX COOTHOIICHUM CyOCTpaToB.
Hapymenune nezamuanpoBannsa AMK

Ipyu OCJIKOBOM T'OJIOJaHUH,

IIPU THUIIOKCHH,

IIPY THIIOBUTAMHHO3aX.

Hapyuienue gexkapookcunuponanus AMK.
Ycuneno oopazoBaHue OMOIreHHBIX aMUMHOB MPHU

- THUIIOKCHH,
- UILICMUH,
- JIECTPYKIIMU TKAHEH.



Hapyiienrne KOHEYHOro Jrara
O€JIKOBOTO OOMEHA

KoHe4YHbIEe TPOIYKTHI O€IKOBOr0 OOMEHA —
aMMHaK 1 MOYEBHHA.
= NH3 + Iny . myramuH.

[Ipn maronoruu cojuepkaHue aMMHUaKa MOBBIIIACTCS
B TOJIOBHOM MO3I'€ U BBI3bIBAET HEMPOTOKCHUKO3.

= Hapymienue cuHTe3a MOYEBUHBI.
= [IpoaykimoHHas U peTEHIIMOHHAA TUIIEPA3ZOTEMUM.



[IpnoOpeT€nHas
[IATOJIOT U
OEeJIKOBOrO 0OMeHa

4 N

Ha (PoHE JeduumnTa Ha (DOHE OpraHHOU
IIOCTYIUICHUA WA CUCTEMHOM
AMK, 0OenkoB [1aTOJIOTUU




[IproOpeTéHHas NaToJIoTusl OCIKOBOIO OOMEHA
Ha (poHe aeduruTa nocrymicHuss AMK, OelkoB.

= OTPHIATECIBHBINA a30TUCTHIM OaJIaHC,

s OTCKH,

= TUIONPOTCUHEMUA,

= MEIJICHHBIN POCT,

= VCTOIICHUE,

= AHEMUH,

= JIEPMAaTO3Hhl,

= KEIIYIOYHO-KHUIIIEUHBIE PACCTPOUCTBA.



KBanmopkop —
HEJIOCTATOK O€ejIKa B IIMTAHUU IETEH.

bejikoBasi HEIOCTATOYHOCTH HAOIIOAACTCS MPU:
s TOJIOJAHUH,

= [pUEME OIHOOOPA3HOrO OEIKOBOIO MUTAHMS.
CHMXaeTCcsI HHTCHCUBHOCTD 3
= TPaHCAMHHHPOBAHUI,

s JAC3aMHNHHUPOBAHNA],

» Owmocunre3a AMK, MoueBUHEI




BTopudHbIe THITONPOTEHHEMHUM 00YCIOBJICHBI

HEJIOCTAaTOUYHOCTHIO O€NIKa B MUTAaHUU WJIN HAPYIICHUEM
IIepeBapPUBAHMS M BCAChIBAHMS OCIIKA IOC/C MEPECHECEHHBIX
3a00JIeBaHUM,

BPOXXAEHHBIMU Ae(pEeKTaMU NepeBaprUBaHUS U BCAChIBAHUS
OCJIKOB,

HApYLICHUEM CUHTE3a OCJIKOB B IICYCHU,

YCKOPEHHBIM pacnajioM OEJIKOB (THIEPTUPECOUTN3M,
oomne3np Mnenko-Kymmnra, octpbie HHYEKINHN ),

OTEPSMHU O€JIKa (AMUIOKUI03, IIPOTEUHYPHSI, THOMHBIC
IIPOLIECChI C OOUIBHBIM OTACIISIEMBIM, KPOBOIIOTEPH,
OoJIbIlIasl paHeBas IOBEPXHOCTh, 0’KOTH, IIOTEPH Yepe3
KK'T, oOpazoBanue OOJIbIINX SKCCYAATOB),

IMOBBINIEHHBIM HCIIOJIF30BAHUEM OEJIKOB
(mocaeonepanOHHbIE COCTOSHUS, HEOJTACTUYECCKHUE
IIPOLIECCHI, TICHKEMHUSI. )



= Ilpu marosoruu neyeHu
CTpajJlaeT CUHTE3 OelKa,

CHHUKACTCIA CUHTC3 MOYCBHUHEI.

= Ilpu marosiorum mo4exk
0€JIOK BBIBOJIUTCS C MOUEH.

« IIpu 3a00/1eBaHUSIX KNILIEYHUKA U JKeJTYyIKA
HAOJIFOIAETCI HEIOCTATOYHOE "
MOCTYIUICHHUE OCJIKOB B OPTaHU3M.

» CuMnroMarnyeckuu Ae(pPUIUT AHTUTEJ
Bo3HuKaeT npu CIIM /e, nHpeknusx.




