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OBMEH CEPUHA u IJIMIIMHA




CEPHUH - 3amennmas AMK, MOXXET CHHTE3UPOBATHCA U3
IPOMEKYTOYHOTO MPOAYKTa IIMKOJIN3a - 3-hochormiepara,
AMMHOTPYIIITY MOJIy4aeT OT INTyTaMUHOBOM KUCJIOTBI

IJIMIIMH - 3ameHnmas AMK, 0CHOBHOM UCTOYHHMK - CEPHUH:

CepuHOKCHUMETHATpaHchepasa

(:}{ -OH Ko epMeHT %JI{2

CH-NH + TI'®K » CH, + N°N'°-CH_-TT'®K +H,O,
COOH h COOH ‘ot

Cepun I tuyun

Cxema cunmesa JJIHUUHA U3 CePpUHA

TI'®K-TeTrparuapodoiueBas KUCJI0TA




OcHOBHOIT VT kKaTadoumn3ma JIMITMHA - o6paTumasi peakiust
(cBsi3aHHas ¢ ucnonb3oBanveMm TI'DK), karanuzupyercs

- ()epMEHTHBIM KOMILJICKCOM (aHaJIOT MUPYBaTACTUAPO-
Ir€HAa3HOTO KOMILJIEKCA), TOKAIM30BaHHBIM B MUTOXOHIPHSIX
renaToIUTOB.

P-0enoxk (BkatodaeT kopepmeHT [1D); H-6enox
(COIEPKUT JTUIOEBYIO KUCIIOTY); T-0enok (BKIIrOYAET
kopepment TT DK); L-0emok

(IUrEApOIUIOMIIIErHApOrenasa ¢ kopepmentom NAD™)

Ko(hepMeHT | munuHCcuHTa3a
NH,-CH,-COOH + TT®K ~ — > CO,+NH, +
g N° N!'-metunen-TI' ®K

KO(epMEHT




[TvTnn meTabonuima rmmumHa n cenpuHa

I nwkKo3a
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3-Qochornuuepar 4— r"”‘uepaT

‘e OKcUnMpyBaT

Mupyeat, LUnctemnH <«— Cepun —» CoouHronunuabl, docconunugbl

A
H4-donar iMeTnneH-Hd-qunaT H4-(l)0JIaT = TF(I)K
TkaHeBble Denkn  «— |
H-CH- COOH|
[nyTaTWOH \H — Jlunnae
N
MypaBbUHas K-Ta <+— r £ | YHUKanbHble QYHKUWUN:
'vnnypoBas k-Ta PARRANEY MypuHOBbIe HYKNEeoTUAbI
A 4’ KenyHble KUCNOTbI
T | Femorno6uH (rem)
PeOoHUH KpeatuH
H4-donart eTunen-H4-donar
HQO +CO, + NH, buoJsiornyeckast pojib

ININIIKMHA 1 CCPUHA




HacjaelcTBeHHBIC HAPYIICHUS 00MEHA IVIMIMHA

I'uneprimuuueMus (J1cHeKT TIUIMHPACIICIIISIOIIEH
CHCTEMBbI) - MOBPEKACHHUE MO3Ta, CyIOPOTH, THIIOTOHMS,
HAPYIICHUS TbIXaHHS.

Iymmounypus (10 1 1/CyT, B KpOBH - HOPMAJIbHBIM YPOBEHD )
COIIPOBOKAAETCS 00pa30BaHUEM OKCAJIaTHBIX KAMHEM B
[IOYKax M3-3a HApyIICHUS peadCcopOuuu rumuHa (J1ehexT
reHa INIMIMHAMMHOTpPaHCc(hepasbl; HACIETYETCS KaK
JOMHWHAHTHBINA IPU3HAK, CLCIICHHBIN ¢ X-XPOMOCOMOM)

IlepBUYHAS THNEPOKCAIATYPHUS - [IOCTOSHHO BBICOKOE
BBIJICJICHME OKCajlara ¢ MOYOK, HE3aBUCUMO OT MOCTYILICHMSI
ero ¢ nuiiei. PazpuBaeTcsa He(PpOKaAIbLHUHO3 U HHMEKIIHUS
MOUYEBBIBOSIIMX NyTEH. bonbHEIE TOrM0alOT B IETCKOM
BO3PACTE OT IMMOYEYHOU HENOCTATOYHOCTH U TUIIEPTOHHUM.

-




OBMEH CEPOCOJIEPKAIIIUX
AMUHOKHUCJOT

B cocTaB 0eJIKOB 4e/I0BeKa BXOASIT 2 aMUHOKHUCJIOTHI,
coaepxKaliue cepy, - METUOHUH U IUCTENH. JTH

AMHUHOKHUCJIO0THI META00JIMYECKH TECHO CBA3aAHbI
MeKIY CoO00Mu.




METUOHMUH - nesamenumas AMK. HeoOxommma s
CHHTE3a O€JIKOB, YYaCTBYET B PEAKIUAX J€3aMHUHHUPOBAHUA,
ABJIAETCA HMCTOYHHUKOM CEpbl JUIA CHHTE3a IIMCTEHHA.
Mertnonnn-TPHK yyacTtByeT B MHUIIMALIUKM TPAHCIALIUHA.

MeTuibHas rpynma  METHOHWHA - MOOMJIbHBIN
OJTHOYTJICPOIHBIN (DparMEHT, UCIIOJIb3YEMBIHN JIJISI CHHTE3a Psa
COCIUHEHUN B peakyusx nepeHoca >mou 2pynnvl HaA
coomeemcmeayouuu aKyenmop (peakuust TPAaHC-
METHJIMPOBAHMSA)

MetuabHas rpymia B MOJIEKYJIe METHOHMHA ITPOYHO CBA3aHA C
aTOMOM S, TIO3TOMY HEMNOCPEACTBEHHBIM JOHOPOM 3TOTO
OJIHOYIJIEPOAHOr0 (hparMeHTa CIYKUT akKTHBHas (dopma
METHOHMHA -




Peaknus akTuBanuy METHOHHMHA

S-aneno3uiiMeTnoHuH (SAM) - cynbdoHueBas ¢popma
METHOHHHA, 00Pa3yIOIIAsCs MMPHU €ro NPUCOCAUHEHUH K
MOJIEKYJIE aflcHO3MHA (mpoayKkTa rusiposimza ATD)

CH3 ATD PP+ P CH3
S \_/ ¥ S —— H2C 0 A NEHWH
8:% hMeTuoHuH-ageHo3uN-TpaHCchepaza 8:% g }
CH-NHZ 3
COOH IpucyrcrByer BO BCeX THNAX KJIETOK ggcl;l: 2 H H
HO OH
Memuonun S-adenozun-memuonun (SAM)

DTO YHUKaJIbHAs peakiys, SAMHCTBEHHAS, B PE3YyJIbTaTe KOTOPOil
O0CBOOOXArOTCs Bce TpU (ocdaTHbiX octaTtka AT.

OTIIeIuIeHNEe METHIILHOU T'PYIIIBI OT SAM 1 IIEpeHOC €€ Ha COCAUHECHUE
-aKIENTOP KaTaIUu3uPyIOT METUITpaHC(PEepa3bl B peaKIuAX TPaHC-
MeTUJIUPOBaHUsA. SAM ¢ xo0e peakuuu npespawiaemcs 6
S-aoeno3zunzomouucmeun (SAI).




IIpuMepbl peakuyi TPAHCMETUIUPOBAHUS

1. Cunre3 pocharnanaxoauna u3 gpocharuaui-

ITAHOJIAMHHA
docharnaniIXxoauHbl (JICUMTHHBI) - HAUOoJIee
pacnpoCTpaHEeHHAs rpylna nmuepo@ochoIunmuiaos,
y4aCTBYIOIIMX B 00pa3oBaHUU MeMOpaH KJIETOK U
JTUMONPOTENHOB, B COCTaBE KOTOPBIX OCYIIECTBIICTCS
TPaHCHOPT JUIMHKIOB.

g : 8 CHa)-0 f‘:') 0-C
I N (NP =)
HaN-(CHa)p-0-P -0-CHj 35AM 38Ar HICZN™(CHal-0-P -0-Ch;
OH CH-0-CO-R \ J . Oh CH-0-CO-=R
| ’ CH;-O-CO-R'

CHz-0-CO~-R' Metuntpancepasa
®ochaTHANNSTAHONAMMH ®ochaTannxonuH




2. CHMHTE3 KAPHUTHUHA - IEPEHOCUYMKA )KUPHBIX
KHMCJIOT Y€pe3 MEMOpPaHy MUTOXOHIPHIM

3SAM 3 SAr

\ r Hac
HzN —~(CHz)s — COOH ’ HiC = N’ (CHz); —COOH —*
" MemunTpasHcdepasa H,c

y-AMUHOMACNAHAR y-Bytupoberamun
KMcnoTa
H;C
HiC — N CHz—- CH2 CH; - COOH
HsC™ OH

KapHuTwH




3. CuHTEe3 KpeaTuHa HEOOXOAUMOIo 11 0Opa30BaHUs B
MBIIIIAaX BEICOKOOHEPIETUYECKOTO COCTUHEHMS -
kpearuHdocdara.

':‘Hz !;le l:JHz ':""2
NH + COOH SH-NH., + NH
| i | H2 |
(CHz)s FnuuMHaMUanHO- COOH 2%
u Tpancohepasa
?H s NH2 COOH
COOH INOYKH
APruHHUH FrmumH OpHuTvH MNyanmguHauerar
PN SAM SAr N2
C=NH 7 . C=NH
'7"'* MyasupuHauerar- l:l—CHa
C':Hz mMeTunTpascgepasa CH.»
|
COOH NeYeHb COOH

MNyanwausauerar KpeatvH




KpeaTuH ¢ KpOBOTOKOM IEPEHOCUTCS
, Irme W3  Hero  obOpasyercs

BBICOKODHEPreTHYeCKoe coeauHeHue - kpearnHdocdar. Irta
peakiis Jerko oOpaThuMa M KaTalM3upyeTrcs (hepMEeHTOM-

KPEATHHKHUHA30U:
l:le l:le ~ PO3H:
(':==NH clz-NH
':‘_CH3 B NOKOSLWENCs Mbiluue ':‘-CHa
CH2 +AT® — — CH:> + AN®
I B pabortawuwen meiluue !
COOH COOH
KpearuH KpeatwHrdocdar
NH ~ POaH» O
' |
C=NH Pi C
| B 2N
N—CHs; » NH CH2
|
fra NH=C N—CHs
COOH

KpeatuwHdocdar KpeaTvHuH




KpearnnkuHasa J0KaJIn30BaHa B IIUTO30JIE U B
MUTOXOHAPHAX KJIETOK, 00JIa1aeT OPraHoCIeru(pUIHOCTEIO

MN3BEeCTHEI

BB - roioBHOU MO3r
MM - ckeJIeTHBIE MBIIIIIBI

MB - muokap (
)

Kpearundocdar - urpaeT BaxKHYIO poJib B 00€CIICUCHUH
PHEPryuei paboTarolIe MBIIIIEI (B Ha4aJbHBIM IIEPHUO/T).

B pesynbrare He(pepMeHTaTUBHOIO Ae(hoCHOopUIMpOBaHUS
KpearuH@ocdaTr B MBIIIIAX IIPEBPAIIACTCSI B KPpEaTHHHUH,
BBIBOAUMBINA ¢ MOUYOM (MHAUKATOP HHTCHCUBHOCTH
MBIIIICYHOM PadOTHI, HPOMOPIHOHATICH O0IECH MBIIICYHOM
Macce).

-




PEAKIINMU TPAHCMETHUJ/IMPOBAHUA
UCIIOJIb3YFOTCS TAKXKE JUJIA:

» CuHTe3a aJipeHaJInHA U3 HOpaJgpCHaINHA
s CUHTe32 aH3epuHA U3 KapHO3MHA
" MeTniimpoBaHus a30THUCTHIX OCHOBAHMN B HYKJICOTHIAX

" UnakTuBanum MeTadoauToB (TOPMOHOB, MEAUATOPOB U JIP.)
U IeTOKCUKAIUU (00e3BpeKMBaHUS) KCEHOOMOTHKOB
(4y>KE€pOIHBIX COCAUHECHHU ), BKJIIOYAA JIEKAPCTBEHHbIE

npenaparsl.
Peakuyu MeTUJIMPOBAHUS UTPAKOT BAKHYIO POJIb B OPraHu3Me 1
[POTEKAT 04Y¢Hb HHTCHCUBHO.

TO BBI3BIBACT (HE3aMEHHUMOU
AMK). B cBs3u ¢ 3TUM 00JIBIIOE 3HAYCHUE MIPHUOOpETACT
BO3MOKHOCTbh pEreHEepaliid METHOHHUHA C Y4aCTUEM
3aMeHuMbIX AMK (Cep, I'1n).

-




PET'EHEPAIIVSA METUOHWHA
B pesynbsrare OTmEINIEHUS METUIIBHOW TPYIIIIbI

, KOTOpBII
IIPU JIEUCTBUHU TUAPOKCUIIA3BI PACILCILIACTCA HA aJICHO3HUH U

S-a1eHO3NJITOMOIIUCTENH + HZO — AJleHo3uH + ['oMouCcTEeHH

['oMO1IMCTEMH MOXKET CHOBA MIPEBPAIATHCSA B METUOHUH 101
NEMCTBUEM I'OMOLIMCTEMHMETHIITPAHC(PEepassl.
JIOHOPOM METHJIBHOU I'PYHIIBI B 3TOM CIIy4ae CIY>KHUT

CHj

SH N°-meTun- é
o éH2 Hs-ponar Hy-chonar éH
[IpoMexyTOUuHbIN | \ |
. Cha — CH;
IICPCHOCYHUK MCTHUJIbHOHU ! FroMoumncTenH- ,
(,:H —NH; meTvnTpaHcdepasa CH—-NH;
I'PYIIIBI - COOH —"

meTunkobanamut (B ) FomouvcTenH MeTwonuH




METHUOHMUH - ue3zamenumas AMK, omnako oHa|
MOXKET PETeHEPHPOBATHCS M3 TOMOIIMCTCHHA.

CiengoBaTeabHO, HE3aMEHMM HWMEHHO TOMOIIUCTCHH,
HO €IWHCTBCHHBIM €r0 HMCTOYHHKOM B OPraHM3ME
SABJISIETCSI METUOHHUH.

B nuine TroMouMCcTEMHA KpawmHE Majlo, IO3TOMY
OTPEOHOCTH YEJIOBEKA B TOMOLIMCTEMHE U METUOHUHE
00€eCIIEYnBaIOTCA TOJIHKO METHOHWHOM ITHIIH.




DYHKIMU NUCTEUHA - yyacTue B ¢ojiauHre 0eJKOB 3a CUeT
CIIOCOOHOCTH THOTPYIIIIBI IIUCTEHHA 00Pa30BLIBATh

[Ipu 3TOM 2 ocTaTrka HucTenHa GOpMHUPYIOT MOJICKYITY
HMCTHHA.

JTa OKMCIIMTEIbHAS PeaKHs IPOTEKACT JIM0O
HEe(EPMEHTATUBHO, JINOO C y4aCTUEM (DEPMEHTA

?Hz- SH SH = ?Hz NADO NADH+H0 (‘:H‘&" s = S = ?H‘Z
GH-NH + GH = NH; SN2, g:H - NH; 9H = NH;
COOH cooH LUucreuHpepyktasa cooy COOH
LincremH Lincremd LucTum




CUHTE3 TAYPUHA- BaKHBII IyTh UCIIONB30BAHUS
, KOTOPBIN OCYIIECTBIISAECTCS 3a CUET

NCKapOOKCHUINPOBAHUS IIPOU3BOAHBIX IIUCTCUHA -

[IUCTEMHOBOMN M LIUCTEUHCYIb(PUHOBOM KHUCIIOT:

CH:-SOH 42 0, CHz—- SOsH
| |
CH ~ NH; (y  CH-NH,

COOH COOH
Uncrens- Liucrennosan
cynoduHOBan xMcnoTa
KMcnoTa
b -
CH;~SO;H ”"’C‘: CHz— SOsH

)
CHz—NH; CHz— NH;
fwnoTaypu TaypuH




[ nyTaTnoH

MexaHnsm aeuncTema ryratmoHa (aHTUpPaguKanbHaa 3alWuTa)

y—Glu—Cys—Gly

|
2y—Glu—Cys—Gl
i lys y CIS (OKUCIIEHHEBIH)
SH 2y—Glu—Cys—Gly NADPH+H" FSSd 2H,0
I'-SH -SS-r / \/
I‘leTa'mon- IayraTaon-
HOOC—FH CHz—Cl-{z—([?—NH—iH—i—NH—CH;—COOH uepokcHiasa
i, i, i
H NADP" 2 T-SH H,0,
. e 58 i (BOCCTAHOBNEHHBIA)
y-rerT'aua'r l.luc?enﬂ I n;um{
A b

BoccraHoBneHue ryrtatMoHa ¢ ydyactmem NADPH+H™:

A - CtpoeHue rnyTaTuoHa:

-SH - BoccTtaHoBneHHaa ¢opma; N-S-S-I' - okmcneHHaa popma;

b - Yyactue rnytatmoHa B o6e3speXxuBaHUM NepoKcuaa BoOAOpPOAa U ero pereHepauusa:
1 - B3aumopencreue rmyrtatmoHa ¢ H,0, ¢ obpasoBaHuem BoAbl U OKUCAEHHON GOpPMbI
rNYyTaTUOHA;

2 - pereHepauua raytaTMOHa C MUCNONAb30BaHMEM B KayecTBe AOHOpa BOAOPOAd
NADPH+H*, obpa3syemoinr Ha oKucamtenbHom 23rtane neHTo3odpochaTtHOro nyTu
NnpeBpaLLeHUA MMIOKO3bl



OBMEH ®OEHUJIAJIAHUHA U
TUPO3NUHA




Meta6oanzvm PEHUJIAJIAHUHA

dennaaianui - HesamMmenumasas AMK

2 OCHOBHBIX IYTH MeTA00JAM3MA: BKJIFOUCHHE B
OCJIKHU U IIPpEBpalllCHUE B TUPO3UH

Tupo3sun - 3amenumas AMK, npeBpaiieHue B Hee
(eHUIIanaIaHUHA TyTEM T'HAPOKCUIIMPOBAHUS HEOOXOAUMO
1S yaajieHdus: n30bITKa (DEHUIAIAaHUHA, TaK KaK BRICOKHE
KOHIICHTPAILMX €r0 TOKCUYHBI 151 KJIETOK

Peakips Karaau3upyeTcs cuelu(@ruieCKoi MOHOOKCUT€HA30M -
Qenunananuneuopokcunazou ((peHuIaIaHNnH-4-
MOHOOKCHT€HA30M ), KO(EPMEHTOM KOTOPOU SIBJISIETCS
rerparunpoduontepus H BIT).




Metadoausm|

OEHWJIAJTAHHWHA \
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n-I'uopokcughenunnupysam-
ouoxcuzernasza (6um.C)

@GHI/UZCUZCIHMHZMOPOKCMJZCZSQ = CHUNANAHUH-4-MOHOOKCU2EeHA3A

o [0

ﬁO}ITHpOHHHBI
Tuposunaza (Cu")

Tuposzunamunompamncgepasza (11 @7

[Taparuapokcu@eHuInupyBaT

Tuposuneudpoxcunasa (Fe’™)

N\

[ OMOTreHTHU3HWHOBAS KHCIIOTA AODA JODA
Jluokcueenasa { Jlogha | oexapboxcunaza
2OMO2EHMUZUHOBOU
xuciomol (6um.C, Fe’™) JAODAxpom Hopamun

dymapuianeroaneTar t Jogamun { 2UOPOKCUNLA3A
e
dymapar _ Amerar 5,6-HQurunpoxcunanon  Hopaapenaaun
L Memun | mpancepaza
p P
i MeJ1aHHHBI ApeHaInn
I1oko3a O, H,0O

IHEYEHD MEJAHOLUTDBI HEWPOHBI

J




O6men ®EHUJIAJTAHUHA u TUPO3UHA cBsizal co
3HAYNTEILHBIM KOJIUYECTBOM PEAKIIMN TUAPOKCHIMPOBAHMS,
KaTAJIU3UPYEMbIX OKCUT€HA3aAMHU (FHAPOKCUIIA3aMM),
HCIIONB3YIOMUMHU MONeKyTy O, U KoepMEHT - TOHOP
Bogopona (vame H BII), a Taxke kodakTops! Fe?*, Cu', rem,
BuTamuH C.

OKCUIreHa3bl 1eJAT HA 2 TPYIIbI:

1. MoHookcureHnassl - ofiuH atoM O, NPUCOCUHSICTCS K
OPOAYKTY pEeaKIUU, PYTrON UCIOJIB3YETCS A5 00pa3oBaHUs

H,O.

2. lnokcurenaspl - 00a aroma O, HCIOIB3YIOTCS TS
oOpa3oBaHus NPOAYKTA peaKIuu. JJMOKCUTreHa3bI
KaTaJIu3UPYIOT BCE MPOILIECChI pACILEIIIICHUS apOMaTHIECKUX
KOJIEIl B OMOJIOTHYECKUX CUCTEMaX.

-




Peakuuu ruIpOKCUINPOBAHMA peHuIaaHuHa (1) u
perenepanun H bII (2)

OH OH NH,
56,7 &mparwqpo— DeHunanadnH
GuonTepun (H,6MN)
NADP*
n“WﬂDOﬂTGW”H'
®OexunanaduHrmapokcunasa, Fe?*
H
NADPH+H" L on
|-H
- R HO- @-CH,-?H-COOH

H NH,

TuposuH
7,8-avrmapobuonTeput (H,BM)

H-N Q@ ST AR @-cn,crwoon




JedexT peHnIaTaHNHTUIPOKCHIIAZHI IPUBOINT K
Pa3BUTHIO HACJEACTBEHHOIO 3200/1eBAHUSA
(heHUJINMUPOBUHOIPATHON OJIUTOPPEHUN
(bennakeronypuu, PKY)

Boraessitor 2 popmbl PKY : knaccuueckan u sapuanmnasn
Kiaaccnyeckas PKY:

[IpyunHa - MyTaUuy reHa GeHUJIATAHUMHTUAPOKCHIA3BI (PeHuI-
aJlaHMH-4-MOHOOKCcUTeHa3bl). YacToTa 3a00JIcBaHMS —
HOBOPOXACHHBIX. Hacieayercs mo ayrocoMHo-peneccCuBHOMY THUILY.
HabnrogaeTcsi CHUKEHUE WK MOJIHOE OTCYTCTBUE aKTUBHOCTH
(bepMEeHTa, YTO NPHUBOAUT K MOBBIIICHUIO KOHIIEHTpaluu Dem:

B KpoBu — B 20-30 pa3 (mHopma 1,0-2,0 mr/am)

B moue — B100-300 pa3 (Hopma 30 mr/mn)

1 K PE3KOMY POCTY KOHIICHTpAllMX (PeHUJINMUPYBATA U (PEHUJLJIAKTATA
B Moue — 300-600 mr/a1 (HopMa — OTCYTCTBYET)

-




Bapuantnasa ®KY (koghpepmenmsasucumasn cunepphenunananunemus,
«3noxkauecmeennan) OKY):

[IprynHa - MyTanuu renoB, KOHTposupyomux cunre3 H bIl.
Yacrora 3a00meBanus 1- 2 :1 MJIIH HOBOPOXK/IEHHBIX. 3a00JICBAaHUE
XapaAKTEPU3YETCI PAHHEN CMEPTHOCTBIO.

Tsoxenvle CBAI3aHbBI C TOKCUYECKHUM /IeHICTBUEM HA
KJIEeTKH MO3I'a BLICOKMX KOHIeHTpauuu Den, peHuJImupyBara,
(penmsnakrara. Hakonnenue GpeHunnupysara nNpuBOINT K




Iyt katabonn3ma (peHUIaIaHuHA IIPU JIEPEKTE
(peHMITaIaHNH-4-MOHOOKCUTI€HA3bI

CH2 —QH -COOH
NH
L-®ennajaHuH
o-KIr
no
ny
CH2 —(“3 - COOH
(o)
NADH + H*
NAD"*
NADH + H* Hz0 NAD
CcO
e CH,~CH- COOH
2 OH
mH
H0
CH2-C-NH - (FH -COOH
5 G
CHa2

|
CONH:




BpICOKME KOHIIEHTpALUX (heHUIAJTAHUHA 02PAHUYUBAIOM
mparncnopm Tup n Tpn depe3 remarod’HIePaTndeCKun
Oapbep U MOPMO3AM CUHIME3 HEUPOMEOUAMOPO8
(nocdamMuHa, HOpaJpeHaInHA, CEPOTOHHHA).

[Iporpeccupyroiee HapyIIeHUe YMCTBEHHOI'O U
(u3nYeCcKoro pa3BuTHs y Aeter, 001bHBIX OKY, MOKHO
IIPEIOTBPATUTD IUETOM C OUEHb HU3KUM COAEP)KAHUEM WJIU
IOJIHBIM HCKIItOUECHUEM DeH.




JIMarHoCTHKA

ACTEKIMS HATU4YUs J1e(EKTHOIO Te€Ha C ITOMOIIIBIO:

a. TeCTa HAa TOJIEPAHTHOCTh K @eH (4yBCTBUTEIBHOCTD TECTA ~
100%). B Hopme ypoBeHb Tup B KpoBHU nocie Pen-HArpy3Ku BEHIIIIE,
4YeM y T€TEepPO3UTrOTHBIX POJIUTEIICH.

0. meTogoB JIHK-muarnoctukn

TeCThbl 10 00HAPYKEHNI0 KOHIeHTpanuu @en B KPOBU U MOYE
00JILHOTO peOeHKa IMIPAKTUYECKHU Cpa3y MOCIIE POXKIACHMUS.




Tupo3uH B pa3HbIX TKAHSAX BBICTYHAET MPE/IIICCTBEHHUKOM
TaKUX COCAUHEHUH, KaK KaT€X0JaMHUHbI, TAPOKCHUH, MEJTaHUHBI
nin karabonmsupyercs 1o CO, u H O.




Metadoausm|
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Kara00J1M3M TUPO3UHA B NIEYEHU

B neuenmn IIPOUCXOAUT KaTa00Jau3M THPO3HUHA 10 KOHCYHBLIX ITPOAYKTOB.
CrnenupuyecKuil myTh KaTaboI1M3Ma BKIIIOUACT PEAKIIUHU:

1. TpaHCaMUHUPOBAHUE TUPO3UHA C O-KETOIIIYTAPATOM KaTAJTU3UPYET
TUpo3uHaMuHoTpancpepasa (kopepment [1D). B pesynprare
00pazyeTcs n-2UOpPOKCUPpEeHUTRUPYSam.

2. Peakyto OKMCICHUS M-THAPOKCU(DEHUITUPYBaATa B
2OMO2EHMUZUHOBYI0 KUCOMY KaTaTu3upyeT QEPMEHT M-TUAPOTrU/IPO-
KCU(PEHUINMUPYBATANOKCUTEHA3A.

3. IIpeBpaltieHue TOMOT€HTU3UHOBOM KUCIIOTHI B (hymapuiauemoaue-
mam KaTaau3upyeTcsa TUOKCUTCHA30U TOMOT¢HTU3MHOBOM KHUCJIOTHI.
4. I'maponu3 pymapuiianeroamnerara npy IeHCTBUU (pyMapuJianeTo-
AleTATIU/AP0JIa3bl IPUBOJIUT K 00Pa30BaAHUIO (hymapama 1
auemoayemama.

5. @ymapar u aneroarerar okucisitores 10 CO, u H,O. dymapar
MOKET TaK>K€ MCMOJIb30BAThCS A1l 00Opa30BaHUS TIIHOKO3BI
(TIIIOKOHEOTEHE3).

-




IHATOJIOI'MA, CBA3ZAHHDBIE C HAPYHIEHUEM
METABOJ/IN3MA TUPO3UHA B IIEYHEHUAU
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B xone meTabonnuecKkux npeppaiieHuil 7up MOryT HaOJMIOAAThCS P
HAPYIICHUN, UMEIOIIUX HACIEOCHEEHHBLI XapaKmep:

1. AakanToHypus («4epHast MO4a»)
[IprnynHa 3a001€BaHUS —

. Hactora 3a0oneBanus 2-5 :1 muH
HOBOPOXKACHHBIX. 3a00JIEBAaHNE HACIEAYETCS MO AyTOCOMHO-
peuecCUBHOMY TUIY. XapaKTEPHO Bhbl/IeJIeHUEe ¢ MOY0i 00JILIIOT0
KOJIMYEeCTBA TOMOTeHTU3UHOBOM KICJI0ThI, KOTOpas, OKUCISACH Ha
BO3yX€E, 00pa3yeT TEMHBIC MUTMEHTHI aJIKAlTOHBI.
KivHu4yeckuMu nposiBJeHUAMHU 3a00JI€BaHUS, KPOME MOTEeMHEeHIA
MOY M Ha BO3AYXE, SBISIOTCS MUTMEHTAIIMS COSAUHUTEILHON TKaH!
HOCA, yiIeH (0XpoHo3) U apTPHUT.
JlnarHoCcTHKa reTepO3UTrOTHBIX HOCUTENIEH e(hEKTHOro reHa noka
OTCYTCTBYET.




2. Tupo3uno3 (TuposuHeMus Tumna I)
[IprumnHa 3a001€BaHUA -

, KaTATM3UPYIOLIEH pacuieryieHue pymMapuianeToanerara Ha
(ymMapar u aneroanerar.
Octpas (popma TUPO3UHO3a XapaKTEPHA 11 HOBOPOXKICHHBIX.
KimHu4yeckue nposiBjieHUust — Auapes, pBoTa, 3aJIEPKKa B Pa3BUTHUH.
M3-3a pa3BUBAOIIECHCS HEAOCTATOYHOCTH MEYEHHU HAOIIOAAETCA
CMEPTHOCTH JI€TeM B Bo3pacte 6-8 mecsues. [Ipu xponndeckou popme —
B Bo3pacte 10 jer.
Jlna neuenun ucnonv3yrom ouemy ¢ NOHUMNCEHHBIM cooeprcanuem Tup
u Qen.




3. Cunapom Puxuepa-Xanxopra (tupo3unemust tuna II)
[ [prunHa — ,
KaTaJIu3uPYroIIe 00pa30BaHNE N-OKCU(DECHUITTUPOBUHOIPATHOMN
KUCJIOTHI U3 TUPO3WHA ITyTEM TPAaHCAMUHUPOBAHHS.

X apaKTepHO IMOBBIIICHUE KOHIICHTPAIIMK TUPO3HHA B KPOBH.

Kiannunuyeckue IPOABJCHHUA — ITOPAKCHHUS 171a3 U KOKH, YMCPCHHAI
YMCTBCHHAA OTCTAJIOCTDh, HAPYIICHHWA KOOPpAWHAIINKU IBUKCHHSI.




4. TUpO3MHEMUS HOBOPOKIECHHBIX (KPATKOBPEMEHHAA)
BO3HUKAET B pE3YJIbTATE

, IPEBPAIIAIONIETO N-
FUJIPOKCU(PESHUIIITUPYBAT B TOMOI€HTU3UHOBYIO KHCJIOTY B IPUCYTCTBUU
ACKOpOMHOBOMW KHUCJIOTHI.

B xpoBH HAOIOAAETCS NOBBIIIEHUE KOHIIEHTPALUU 1-2UOPOKCUEH UL
nupyeama, Tup, @emn.

IIpu neuenuu naznauawm eumamun C u 0e0nyro 6eakom ouemy.




INPEBPAHIEHUE TUPO3NUHA B MEJIAHOIIUTAX




B NUrMeHTHBIX KJIeTKaxX (MeJaHOLMTAX) THPO3UH BBICTYIIAET
MIPEAIIECTBEHHUKOM TEMHBIX ITUTMEHTOB - MeJIAHUHOB. Cpen HUX
npeoOIaiaroT 2 TUIA: IYMeJAHUHbI M (heoMeJIAHUHDI.
JyMeJIaHUHBI (YUEPHOTO U KOPUUYHEBOIO 1IBETA) - HEPACTBOPUMBIEC
BBICOKOMOJIEKYJISIPHBIE T€TEPOTIOTIUMEPHI 5,6- TUTUIPOKCUUHIONA U
HEKOTOPBIX €TI0 MPEAIIECTBEHHUKOB.

DeoMeSTaHUHBI - KETTHIE UM KPACHOBATO-KOPUYHEBBIE TTOJIMMEDHI,
pacTBOpUMBIC B pa30aBlICHHBIX IIeo4ax. HaxoasTcs, B OCHOBHOM, B
COCTaBeE BOJIOC.

B pa3HbIX COYETaHUAX 3TH TUIIbI MEJITAHUHOB COJIEPKATCSA B COCTABE
BOJIOC, KO>KH, CETYATKE I11a3a, 00ycCaBiaruBas UX LBET.

- CJIOKHBIN, MHOTOCTYIICHYAThIN, PA3BETBIEHHBIN
npoiecc. IlepByro peakuuio - npespauserue muposuna 8 J[ODA -
KaTaJu3upyeT TUPO3MHA3A, HCIIOIb3YIONIAs B KaY€CTBE KOPAKTOPA NOHBI
Cu”




CXEMA METABOJIN3MA TUPO3UHA B MEJTAHOIIUTAX
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AJBOMHU3M

[Ipn anpOMHU3ME I71a3 U KOXKHM, HETaTUBHOM 110 THPO3HHA3E
HaOJIF0JaeTCsl — BPOXKICHHBIN :
KaTaJu3uPYIONISH IpeBpalllcHUe TUPO3HHA B THOKCU(PECHUIaIaHUH
(JIO®A). B pe3ynbrare — HapylIEHUE CUHTE3a IIMTMEHTOB MEJIaHUHOB B
Menadormrax. Yacrora 3adonesanng 1:20000.

KiyHu4yeckue NMposiBJIeHUsI — OTCYTCTBHUE MMUTMEHTAIIUM KOXKH,
CETUYATKH IJIa3 M BOJIOC, CHUKEHUE OCTPOTHI 3pEHHUS, BOSHUKHOBCHUE
CBETOOOS3HU.




METABOJIU3M TUPO3UHA B HINTOBUJHOM KEJE3E




MPULOOMUPOHUH.

B IIIUTOBUIHOM XKeJIe3€ U3 TUPO3MHA CUHTE3UPYIOTCS
TOPMOHEI HOATUPOHUHBI: MUPOKCUH (MemMpauoOmupoHun,) u

ot
HzN—CH-COOH

TpUAOATUPOHMH




METABOJIU3M TUPO3UHA B HAAIIOYEUHUKAX U
HEPBHOU TKAHMN




B M0O3roBoM BelIeCTBE HAANOYCYHUKOB M1 HEPBHOM TKaHU
THPO3MH SBJISETCS MPEAIICCTBEHHUKOM KATEX0JIaMHUHOB
(doghamuna, HopaopenanuHa u a0pPeHaIuHa)

¥ @O ¢ /OH® ;& /ou@ 5 /on@ s OH
i i SV —027“ 7N

02 CO; SAM
(lin i H. ?Hz CI-!-OH ?HoOH
?H-CH; ?H-NH; CH; CH; CH;
COOH COOH 'lmz N|"z lllH-CHa

TUPO3nH AO®A Oodamud  HopaapeHanuw AnpeHanuu




( )

Tuposunruapoxkcuaasa (1) B HAAMOYEUHUKAX U KaT€XOJaMUHEPIruyec-
KHX HeifpoHax - Fe?"-3aBucuMslii pepMeHT, B kauecTBe koepMeHTa
ucnonb3yromun H bll, xarannsupyer ruipOKCHIMPOBaHNE TUPO3MHA C
oOpazoBaHHEM . DTOT (pepMEHT
SABJISACTCS PETYJISITOPHBIM U

JIODA-nexkapookcuiasa (2) (kopepmenr - I1d) karaauzupyer
oOpaszoBaHue , KOTOPBIN IIPH y4aCTUU
nopaMuHTUAPOKCHIA3HI (3) (MOHOOKCHUI€HA3bl) MPEBPAIIACTCS B

. It GyHKIIMOHMpOBaHUS pepMEHTa HEOOXOAUMBI HOHBI
Cu”, uramun C u H BII.
B M03roBoM BeIIeCTBE HAAMOYECUHUKOB (PEHMIITAHOTIAMUH-N-
MeTuJaTpanchepasa (4) Karaau3upyeT METHIMPOBAHUE HOPAJIPCHAIMHA,
B pe3yJIbTaTe 4ero oopaszyercs . UcTOYHMKOM METHIILHOM
TPYIIbI CIIy>kuT SAM.
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( )

Hapymenus MmeTaboiar3Ma THPO3MHA BHOCAT BKJIaJ, B pa3BUTHE 00J1€3HN
[lapkuHcoOHA, pa3BUBAIOIIECUCS NIPU B
4yepHOU cyOcTaHuu Mo3ra. Yacrora 3adoneBanus 1:200 cpenu aronei
crapie 60 jerT.

[Ipu 3TOM 3a00JIEBaHNH CHUKECHA aKTUBHOCTh MUPO3ZUHZUOPOKCULA3BL U
/[ODA-0exkapookcunasol.

HabnromaeTcs Tpu OCHOBHBIX . aKMHE3US (CKOBAaHHOCTD
JIBUKCHU ), pUTUIHOCTD (HAIIPSIKEHUE MBIIIIL), TPEMOP
(HEMPOMU3BOJBHOE APOKAHUE).

Tak xak no)aMHH HE IIPOHUKAET Yepe3 reMaTosHIEC(hATNICCKUN Oapbep,
B TE€paMNXM HCIIOJIb3YIOT Ipenaparkl — NPeAIIeCTBEHHUKN J0(haMuHa
(mpousBogHbie [JODA) — reeodona, maoonap, naxom. Kpome toro, nis
MOJAABJICHUSI MHAKTUBAIIUM JO(PaMUHa UCIOAb3YIOT MHTuouTOphl MAQO
(Oenpenun, Huanramuo, nupa3uoon u ap.).
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