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AJNTOPUTM HEOOXOOUMBIX 3HAHMU I10
qaCTHOU BUTAMHUHOJIOTUH

1. HazBauue(s);

N

KodepmenTtHas popma (b1);

-

(OCHOBHBIE ITHUILEBBIE MMPOAYKTHI, COACPIKAIIINEC
BUTAMMH;

Yuacmue ¢ memaoonuzme;
I mmoBUTAMHHO3;

[ unepBUuTaMUHO3;

NS O A

BpoxI€HHBIC HAPYILICHUS OOMEHA.
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OCHOBHbI€e NPOAYKTbI, coaepxKawme
TUAMWH

* XxJ€000yI04YHbIC N3OSN U3 MYKH I'Py0OOTro MOMOJIa;
* MSCHBIC IPOAYKTHI (0COOEHHO CBUHHHA);
* TOpOX, (Pacoiib, OPEXHU.

q)aKTOpr, CHMnxawuue cogoepxaHme tTmammHa B
NnpoAYKTaX UJiin opraHm3me

1. Hexoropsie BUIBI KyJIWHApPHOM 00paOOTKH (TeMmeparypa, JaBiCHHUE,
IJIFOKO3a, IIeJI04YHas cpeaa);

AJIKOTOJ1b, Yali, KO(eE;
M30BITOK yIIIE€BOI0COACPKALINX TPOTYKTOB;
Cynb(uUThl, aHTUOUOTUKH, OAPOUTYPATHI.

SN



YyacTtHe THAaMHWHA B METa00JIN3ME

KodepmeHTHbIC QYHKIIUU
1. YrieBoaHbIi, OCJIKOBBIN, HYKJICUHOBBIN, SJHEPTeTUYECKUI OOMEHBI.
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YyacTtHe THAaMHWHA B METa00JIN3ME

2. OOMeH pa3BeTBICHHBIX AMUHOKHUCIOT

a-KI' Iy

CH CH, <~
3 “CH —CH -COOH ~ A, O CH —CH —COOH
CH3 - I CH3 - I
NH. Bamun O
2 0-KETOM30BAJIEPUAHOBAsI KUCJIOTA
_ CH, <
€O, , "3 CH,-COOH -~._
CH, - T~e o
TID 3 N300yTaHoBas K-Ta T~
-
CO2 + H20+ATCD
o 0-KETOU30KaIl- 0-OKUCJICHUE
Jlett - - - » POHOBas K-Ta I/I303anep_>1/1— -=>
T/d |aHoBas k-T2
v

7’
— —p O-KCTOMETHIIBa- ———p MeTuily- -
JIepHaHOBast K-Ta | TJ[@ | TaHOBAd K-Ta

Nnen




YyacTtre TmaMuHa B MeTa00Iu3MeE

2. HexodepmeHnTHbIe DYHKIINH

*3a cyer IT'T® — s3HEpreTHYECKUl OOMEH B

HEUPOHAX, IIPOBEACHUE HEPBHBIX
MMITYJIbCOB,  NPOHHUIIAEMOCTH  MeMOpaH
HEWPOHOB;

* KOHTPOJb OMOCHUHTE3a XOJIUHACTEpa3bl (X))

XOJUH = —>  ANETUIXOIUH (Iepefada UMIIYIbCa)..
X3 Gl




HepoctaTtouyHOCTbL TUAMUHA
(rmnoBUTaMUHO3)

B nepByro odepenb cTpajgacT HepBHasi TKaHb (IOJMHEBPUTHI:
napecTe3usi, IMOTEPs UYYBCTBUTEIBHOCTH, HapyIIEHHUE (PYHKIUU
(mapessl, nmapajiudu), ASNPECCUs, anaTus, HapylIeHUe YMCTBEHHOMN
NEATEIbHOCTH);

cepedHO-COCyIuCcTasl cucTeMa (HapylIeHUs CEepASCYHOIO pUTMa,
001 B 00J1aCTH CepAlla, OTEKH);

KEJTYI0YHO-KUIIEYHbIH TPaKT (HApylmIeHUs MOTOPHOM U
CEKPETOPHOM (PYHKITUHU JKEITYAKA, THapes, 3ar0phl);

MbIIIIbI (MBIIIEYHAsA CJIa00CTh, 00JIM B HOrax, MNOACPrHBaHMS
MBIIIILI, aIHAMMSA );

OMoXuMHsI KPOBM (HAKOIJICHHE KETOKHCIIOT, allij103, BBIACICHHUE C
MOYOM aMHUHOKHUCJIOT);

OTPUIIATEIbHBIN A30TUCTHIA OaJIaHC.



BpoxcHHBIC HApYIICHUS OOMEHA THAMHHA

«Mouda ¢ 3ammaxoM KJICHOBOTO CHUPOIIa»
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HaxommieHue B
KPOBH U TKaHSX

Hapymienne OuocunTe3a amnodep-
MEHTOB WJIU KO(PEpMEHTOB Kara-
JW3a OKHUCIUTEIBHOTO JIeKapOOK-

CUJIMPOBAHUSI TPOIYKTOB OOMEHa
BAJL, JIEU, UJIEU

Hesposnornueckas CHUM-
MITOMATHKA: HapyIICHUS
JyBCTBUTEIBLHOCTH, OOJIH,
MBIIIEYHas CJIa0O0CTh, ICH-
XUYECKHUE PACCTPOUCTBA

Orpannuenune Oenka, WC-
KYCCTBEHHOE BCKapMJIH-
BAHUE CMECBIO C OpraHU-
geHueM: BAJI, JIEW, WJIEM.
MeraBuraMuHOTEpAIIHS




BpoxcHHBIC HApYIICHUS OOMEHA THAMHHA

JledbeKT nupyBaTACTUAPOTr€HA3HOTO KOMILIECKCA
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BpoxcHHBIC HApYIICHUS OOMEHA THAMHHA

bosnesns Jles (momoctpast HEKPOTU3UPYIOIIAs dHIIE(aonaTus)
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DHepreTuYeCcKuim
oOMEH B HEHpOHaAxX

Hapymenue 3azepKKa MICUXOMOTOPHOTO pa3BUTHA: | MeraBuTaMMHOTEPAIHs
oOpa3oBaHus | 3aTPYAHEHUE WJIU CJIOKHOCTh CHUJIETh,
TT® B HEUpo- | AEpKATh FOJOBKY, CTOATH, 3aTPYAHECHUE
Hax B AbIxaHuu. HeBposiornyeckue cucre-
MBI: CJIE€NOTAa, [apajiny JULIEBOTO HEPBA




rVInepBVITaMVIHO3 TUNAMWMNHA

HapylICHUE BBIJICIUTEILHON (YHKIIMA MOYEK MpH
He(dpuTax;

YXYIIICHUE TEYCHUS THUIEPTOHUYECKOM OO0JIE3HH,
CU(UINCA;

aliepruuyeckue peakuuu (BBICHIIIAHUS Ha KOXKeE,
aHa(hUIaKCHUs, BACKYJIUTHI);

BCJICJICTBUE M3MEHCHUS AKTUBHOCTHU
THAMHH3aBUCUMBIX (DEPMEHTOB B CBHIBOPOTKE KPOBH
U3MEHSCTCS  COACp)KaHME  OCIKOBBIX  (DpaKIIUid,
JTUIIONPOTEU 0B, MUKOIJIEMEHTOB.
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OCHOBHbI€e NPOAYKTbI, coaepxKawme
punbdodnaBuH

XJ1€000yJIOUHBIE U3JIETUS U3 MYKH I'pyOOro oMoJIa;
MOJIOYHBIE IIPOIYKTHI;

SINIIA;

MSICHbIE MPOAYKThI (OCOOCHHO TI€YCHb, ITOYKH,
cepaue);

IrpeyHeBas U OBCSHAs Kpyma.



Yyacrtue B2 B METa00JIU3ME

VY11eBOOHBIN, TUITNIHBIA OOMEHBI
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Yyacrtue B2 B MEeTa00JIU3ME

3. AHTUOKCUJIAHTHOE JACKCTBUE B IPUTPOLIMTAX
(0OMEeH MTyTaTHOHPEAYKTa3hbl)
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Yyacrtue B2 B MEeTa00JIU3ME

OMH-bepmenThI eueHn — OMoTpaHchopMaLus
JIGKapCTBEHHBIX MpEIapaToB

buosnepreTnyeckuii 0OMEH
depMEeHTHI JbIXaTeIbHOM LEH - (PIIaBOIPOTEUIbI

[Ipespamienne Butamuuos B, B, C, By, B,




HepgoctaTto4yHOCTb pnbodnaBmHa
(rmnoBUTaMUHO3)

CamMble 4yBCTBHUTEJbHbIE K HEAOCTATKY pUOOQUIaBMHA IJIa3a, KOKA M
CJIU3UCTHIE T0JIOBBI:

- BaCKyJIsipu3alus poOroBUIIbl, CBETOOOSI3Hb, BO3BHUKHOBEHHE KaTapPaKThl;
- o0pa3oBaHue TPEIIMH Ha T'y0ax;

- JIEpMaTUT HOCO-TYOHOM CKJIAJIKU, KPBUIbEB HOCA, BEK, YIIEH, BOJOCUCTOM YacTH
TOJIOBBI;

- BOCIaJICHUE S3bIKA (IJIOCCUT) U CIIM3UCTOM POTOBOM MOJIOCTH (CTOMATHUT).
Kpome 31010, BO3MOKHO pa3BUTHE:

- AaHEMMUU;

- BOBHUKHOBEHHE MM 000CTPEHHUE S3BEHHOTO IPOIeCcCa B )KEIYAKE U KHIIICYHUKE;

- HEPBHO-MBIIIEYHBIX PACCTPOUCTB (MbIIICUHAsA CJ1a00CTh, 00U U MOACPIUBAHUS B
MBIIIIAX, HAPYIICHUS PYHKIINN).



[[MnepBuTaMmmnHoO3 pndodnaBnHa

* He omucaH, HO BCJIEACTBUE IJIOXOU PACTBOPUMOCTH
BUTAMUHA BO3MOXXHO BO3HUKHOBEHHE HapYyUICHUU
BBIJICIUTCIABHON  (DYHKIIMM  TOYEK  BCJECJICTBHE
00OCTPEHMS WJIM BOSHUKHOBEHMS [10YE€YHO-KAMEHHOM
OOJIE3HHU.
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OCHOBHbI€e NPOAYKTbI, coaepxKawme
BUuTamuH PP

* xJ1€000YyJIOUHBIE U3JECIHS U3 MYKH IPyOOro MOMOJIa;

* MSICHBIC IPOAYKTHI, B T. 4. ITHUIIA;

* pacTUTEbHBIE MTPOAYKTHI (000BI, TOPOIIEK, (Pacob,
CBEKJIA);

* I'PEYHEBAs W OBCSHAS KPYIa;

* TpuOBbI;

°* B TKAHAX U MHKPOQUIOPON KHIIEYHUKA YeJI0BEKA

BUTAMUH CHHTe3upyercsa u3 tpunrodpana (60 mr
TPUNTO(PAHA IKBUBAJICHTEH CYTOYHOU MOTPEOHOCTH).



VYyactue PP B meTa0o0m3Me

1. YIJIEBOJIHBIN, HYKACUHOBBIN OOMEHBI
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VYyactue PP B meTa0o0m3Me

2. Jlunnoaeli 0OMEH
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Yyactue PP B meTabom3me

6. OOMEeH aMHUHOKHCJIIOT
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VYyactue PP B meTa0onmu3mMme

7. O0e3BpEKMBEHUE AaKTUBHBIX ()OPM KHCIIOPOA,
BOCCTAHOBJICHUE METTEMOIJIOOMHA
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HepoctatoyHocTb BUTamMmuHa PP
(rmnoBUTaMUHO3)

3aboseBaHue — MeJJIArpa (OCHOBHAS MPUYHWHA PA3BUTHS - CHHIKCHUE
NOTPEOJICHUSI Y KUBOTHBIX OCJIKOB).

Tunosumamunos 3 /I:

1. Jlepmatutr (CUMMETPUYHOE TIOpPaXCHHE  yYacCTKOB  KOXH,
I[OCTYHHI)IX BOSI[CI\/’ICTBI/IIO COJIHCYHBIX queﬁ: JINIIO, YIHI/I, KHUCTHU
pyK);

2. Jlmapesi — npu3HaK PaHHErO IMOPAXKEHHS KETYITOUHO-KHIIEYHOIO

TpakTa (KpOME A3TOr0 ITIOCCUT, CTOMATUT, CMEHA JUAPEU 1 3aM0POB,
rEMOPPArMYECKUE MOPAKEHUS CIIM3UCTON KMIIICUHUKA);

3. JluMeHUMsSI — T[PU3HAK  IOPKEHUS  IEHTPAILHOM |
nepudepruyecKkold HEPBHOM CHCTEMBI (KpoM€ JUMEHIUU —
MapeCcTE3UM, AJIMHAMMUS, NAPE3bl, NApATUIH, HAPYIICHUS TICUXUKH )



[['MnepButammnHos PP

* He ommcaH, HO BCJIEACTBUE 3axBaTbIBaHUS MPHU
BBIBEACHUM METHUJIBHBIX TPYNI MOXET BO3HUKHYTH
HEJIOCTATOK JIMIOTPOIIHBIX (PAKTOpOB (METHOHHH,
XOJIMH) C TIOCICAYIOIMAM Pa3BUTHEM KUPOBOU
MHOUIbTPALNY [ICYCHU



BS UJITN NaHTOTEeHOBAasA KUCJIIOTAa

COCTOHUT U3 ITAaHTOTEHOBOM KUCJIOTHI U [3 -ajlaHUHA.
Kodepment — KoA

* MSCHBIC IPOAYKTHI (OCOOCHHO II€UYE€Hb, IOYKH, CEPAILIC);
* I'pEYHEBas M OBCAHAs KpyIia, TOPOX;

* SUYHBIN KEITOK;

* OBOIIM (OCOOCHHO LIBETHAS KalyCTa, HIOMUI0OPHI);

* KapTo(eb.



YyacTtre maHTOTEHOBOM KUCJIOTHI B META00IN3ME
/

TpancanunupoBanue (IIepeHOC alUJIOB - aKTHBUPOBAHHBIX OCTATKOB
YKAPHBIX KUCJIOT)
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HepoctaToO4yHOCTb NAHTOTEHOBOW
KUCNoTbl (TMMOBUTAMUHO3)

Bcerpeuaercss kpaiiHe peako, OOBIYHO B COYETAHHUHU C

HCAOCTATKOM APYI'UX BUTAMHUHOB I'PVYIIIIBI B:

CO CTOPOHBI KEJYI0YHO-KUIIEYHOT0 TPaKTa (IJIOCCHT,
CTOMAaTUT, CME€HA JWaped W  3alo0poB, HAPYIICHUE
MUIICBAPECHUS);

NPU3HAKK  TOPAKEHHUST  HEPBHOM  cUCTeMbl  (amarus,
OE€CCOHHMIIA, AENPECCHs], MAPECTE3UU, AJUHAMUS, HAPYIICHUS
YMCTBEHHOU JICSATEIILHOCTH);

ITOBTOPHBIC I/IH(l)eKlIHI/I BCPXHHUX ObIXATCIbHBIX HYTCfI
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OCHOBHbI€e NPOAYKTbI, coaepxKawme
OUOTUH

MSICHBIE TTPOYKTHI;
SIMYHBIN JKEIITOK;

pacTUTENIbHbIE OPOAYKTHI (0OCOOEHHO - OO0OBI, COAl,
[IBETHAs KaITyCTa);

MIIIEHHAasA KpyIia;

MHUKPO(IOPOH KHINEYHHKA YeJIOBEKA MOKeET
CUHTE3MPOBATHCHA  NMOJHOCTHIO, HMCXOAA U3
CYTOYHOU MOTPEOHOCTH.



Yuactue B, B MeTabonm3me (kapOOKCHINPOBaHHE,
TPaHCKapOOKCUIIMPOBAHUE)

1. Yyactue B OMOCUHTE3€E )KUPHBIX KUCIIOT

Majgonmi-KoA

O Anerni-KoA- O
V4 KapOoKcHja3a CH —C//
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Y

[TanmbMUTHHOBAS,CTEAPUHOBAS,
OJIEMHOBAS KUPHbIE KUCIIOTHI




Yuactue B, B MeTabonu3me (KapOOKCHITUPOBAHUE,
TPaHCKapOOKCUIIMPOBAHUE)

2. OOMEH XMPHBIX KUCIIOT C HEYETHBIM YHCJIOM aTOMOB yIJIepoja

Mernamajionmi-KoA

//O Iponuonuin-KoA- O
7
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KoA é@ COOH KoA
Iponuonui-KoA +
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Yuactue B, B metabonu3sme (KapOOKCHITUPOBAHHE,
TPaHCKapOOKCHUIIMPOBAHUE)

3. I mroKkoHEOreHes
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4. Yaactue B oomene Buramuaos B, B, B, B,,, C
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BpoxxaeHnbie HapynieHus oOMeHa B,

Ha3zBanue 00s1e3H01

IIpuyuHa HapylIeHUs

IIpu3Haku HapylieHus

Jleuenune

Anetun-CoA

[Iponmonararu- Hedext nponuona-CoA- Ha nepBoit negene xxu3Hu: | OrpannueHue Oelka;
JIEMUSI KapOoKcHJIA3bI TSDKENBIN KeToanuao3 npu | CuMOTOMaTuyeckoe
| XonectepuH, MeT, WIeH, Tpe, KopMJIeHUU (pBOTa, 00€3- | JICUCHHUE;
‘HQ}KK, MIPONTMOHOBAS K-Ta BO>KMBaHHE, MbIlIeyHas: | MeraBuTaMuHoOTE-
[Tponmonun-CoA ' c1a00CTh, COHJIMBOCTb, KO- | parus.
Ma), 4acTo JIETaJbHBIM HC-
Metun-manoania CoA XOJI.
[Icuxnueckre, HEBPOJIOTH-
CHHTE3 JKUPHBIX KUACIIOT C YECKHUE PacCTPOMCTBA
HEYETHBIM uncioM C buoxumus: HakoIUIEHHE B
' KpoBH NponuoHmI-CoA

CuHTE3 aHOMAJIBHBIX

dbocdonunumaos Mo3ra
Tuamun Hedexr Pa3zBuBaeTcs keroamuao3 MeraButaMHuHOTE-
3aBUCUMBIU NMUPYBATKAPOOKCUIA3BI buoxumust: HakomneHue B | pamus (B, B.)
JIaKTaTalu103 AJTA KPOBH TMMHPOBUHOTPATHOM,

TlakTat “ Mo0o4HO# Kuciot, AJIA
[BK %—» YK
B,
TJID




HepoctaTO4YHOCTL OMOTUHA
(rmnoBUTAaMMUHO3)

Berpeuaercss kpaidHe peako, 00ObIYHO IPH NMOEIAHUU
JJIATEJIbHOM ChIPbIX AMIL:

- KOKa (IIelymeHue, OJIeTHOCTb);
- #13BIK (aTpo(usd BKyCOBBIX COCOYKOB, INIOCCHT);

- MbIIIeYHbLIE OOJIH.



ACKOpOHMHOBAasI KUCJIOTA

O O
C
HO — c\ —2H 2¢  0=C
HO— C) +2H 2¢ O_C)
H —-C H —-C
HO—C —H HO—C —H
CHzOH CHzOH

L-ackopOuHOBas K-Ta L-nernapoackopOrHOBAas K-Ta



ObecneyeHue ButamumHom C

Haubonee pacnpocTpaHeHHBIN U TpeOyeMbIil 110 CyTOYHOM
03¢ BUTAMUH:
- OBOIIM (0COOEHHO JIYK, MEpell, KamycTa, YKpOIl, XpEeH, TopoX);
- (ppykTHI (0COOCHHO CMOPOAYHA, MaJlHAa, IIIMIIOBHUK, KIIOKBA,
KJIIYyOHHKA);

- TIPOAYKTHI JKMBOTHOIO IMPOUCXOXKACHUSA (OCOOCHHO II€YEHb,
IIOYKH).

ConepkaHde BUTaMHUHA B TIPOAYKTaX PaCTUTEIbHOIO
IPOMCXOXKACHHUS 3aBUCUT OT MHOTHMX YCJIOBHUM (arpoTeXHHKA,
yI00peHus, IIo4YBa, KIuMmar).



Ydactue acCKOpOMHOBOM KUCJIOTHI B META00IHU3ME

1. IIponiecchl rMAPOKCUITAPOBAHUS:

e MPOJUH Q» OKCUIIPOJIUH

(IpOKOJIJTAareH —— KOJLJIarcH)

©

e TPU——— OKCUTPUNTO(HAH —— CEPOTOHUH

©

o (heH—— TUP —» TOPMOHBI (KaTE€XOJAMHUHBI, IITUTOBUIHOM KeJI€3bl)

2. OHTI/IMI/IBaHI/Iﬂ TKAHCBOI'O AbIXaHUA, OKHCIINTCIBbHO-BOCCTAHOBUTCIIbHBIX
IMpoLeCCOB,

©

+ +
3. Fe’" —=Fe8" (06e3Bpexusanne metHb, BcacsiBanue Fe B kumedruke);

4. bakTepruoCTaTUYECKOE ICHCTBUE.




[MnoButTamMmmnHo3 ButammHa C

IlepBbIie NMPOSIBJIEHMA: KPOBOTOUMBOCTH JIECEH MPH YUCTKE 3y0OOB,
c1ab0oCTh,  amaTus,  MOBBIINICHHAS  BOCOPUUMYHMBOCTH K
IPOCTYAHBIM 3a00JIEBAaHUSIM, CHH)KEHHUE )KM3HEHHOIO TOHYCA.

3aboseBaHue — MUHIa (CKOPOYT)
I'emopparnueckue siBJICHUA:

- KPOBOTOYHUMBOCTb ICCCH, CUHIKH IIPH YIHI/I63X, HIHUIIKax, ydapax
HC3HAYUTCJIbHbIX .

- KPOBOTE€UECHMS BHEIIHME (HOCOBBIE, YIITHBIC, U3 PaH);
- TEMOPPAru4eCKum auares;
- KPOBOTECYCHHS BHYTPEHHHUE.

I'NMIHEPBUTAMUHO3

XOpoImIo IEPEHOCUTCI, HO OCTOPOXKHOE IIPUMCHEHHE MPHU
MOBBILLICHHON CBEPTHIBAEMOCTU KPOBH U TPpOoMOO(IeOnTaX.



