NMATOBUOXUMUA (XUMUYHECKAA MATOJIOINA KINETKWN)

Kypc nekunmn kadeanpbl pyHaameHTanbHoOWn MeanunHbl n bnonorumn BonrlfMY
HanpaeBneHnsa nogrotoBku: 06.03.01 «bronorusa», npodunb buoxmmmsa (ypoBeHb bakanaspuara)

Tema nexkyuu:

«MaTonornyeckaa omoxumus. BBegeHne B ANCLUUNIIUHY.
MaTonoruyeckaa 6Moxummusa caxapHoro gunaodetar.
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CaxapHbin gnabdeT: onpeaeneHue

CaxapHbin guabet (CO) — sTMonornyeckmn HeogHopoaHas
rpynna metabonnyecknx 3aboneBaHnn, KOTOPbIE
XapaKTepU3yrTCcs XPOHUYECKOU runeprinvKkemMmen,
O00OYyCIOBIEHHON HAPYLUEHUAMMN CEKPELINN UINTN OENCTBUSA
NHCYNMHA NN COYETAHUEM ITUX HAPYLLUEHUN.




CaxapHbIn gnabeT: knaccudukauums

CaxapHbin gnabet Tuna 1 (CO1)

IV

CaxapHbiun gnabet Tuna 2 (CO2)

Opyrue cneunduyeckme Tunbl caxapHoro anaodera

[ecTauMOHHbLIN caxapHbIu AnaodeT
(caxapHbIn anabeTt bepeMeHHbIX)



CaxapHbin anabdeT: Knaccudpukaumsa

CaxapHbiun gnabet Tuna 1 (CO1)

AYyTOMMMYHHbIU
caxapHbI¥ onadeTt

UononaTtunyeckun
caxapHbI¥ onadeTt

rmbenb B-KNeTok oCcTPoBKOB JlaHrepxaHca nogxenygoyuHom
Xenessbl;

Hann4yme aytToaHTUTEI K B-KﬂeTKaM;
abcontoTHad NHCYJTMHOBaA HEAOCTAaTOYHOCTb;,
NoJyiHaA NHCYJITIMHO3aBUCUMOCTDb;,

TSXKEroe TedeHne ¢ TeHOEeHUMEN K KeToaungoasy,

accoumnaums ¢ reHamm rrnaBHOro KoMmnsiekca
rmctocosmectumocTtun (HLA);

rmoenb B-KNeTok OCTPOBKOB JlaHrepxaHca nogxenyagoyuHom
Xenessbl;

OTCYTCTBME NPU3HAKOB ayTOMMMYHHOrO npoLecca
(cneundomnyecknx aytoaHTuTen n accoumaumm ¢ HLA-
CUCTEMOWN);

XapakTepeH Ans naumeHToB adppmKaHCKOro 1 asnaTckoro
NPOUNCXOXOEHMNA.



CaxapHbin anabdeT: Knaccudpukaumsa

CaxapHbiun gnabet Tvna 2 (C2)

Hanbornee pacnpocTpaHeHHbIU cpeau B3pocnbix Tun Ch;

XapakTepusyeTcst OTHOCUTESNIbHOU NHCYFIMUHOBOM
HeAOoCTAaTOYHOCTbLIO C HapYLUEeHUSAMU KaK CeKpeLuuu, Tak u
AeNCTBUA UHCYNUMHA: OT npeobnagatoLien NHCYNMHOPE3UCTEHTHOCTH
C OTHOCUTENbLHOW UHCYNMHOBOM HELOCTATOYHOCTbLIO A0
NPEenNMYLLECTBEHHO CEKPETOPHOro AedpekTa B coMeTaHnM nunm 6es
COYEeTaHUdA C UHCYNMHOPE3NCTEHTHOCTLIO.



CaxapHbin anabdeT: Knaccudpukaumsa

Opyrue cneundmnyeckme Tunbl caxapHoro Anaodera

* reHetun4yeckune pgecektbl PYyHKUUUN B-KNETOK;

* reHeTudyeckune aedeKkTbl 4eUCTBUA UHCYNUNHA;

* 3aboneBaHUs 3K3OKPUHHOM YaCTU NOAXENyAO4YHON Xene3bl;
* 3HAOKPUHOMNATUM;

* AamabeTt, UHAYUMPOBAHHbLIA HEKOTOPbLIMU NIeKAPCTBEHHbIMU
npenapartamMv Unm gpyrmMm XMMmM4YeCKMMmn BelLleCTBaMu;

*  UHeKuuu;
* pepkue cpopmMmbl caxapHoro gouabdera;

* Apyrue reHeTu4yecKme CUHAPOMbLI, MUHOrAAa co4vyeTaroLmecs ¢
caxapHbIM auabeTom.



CaxapHbin anabdeT: Knaccudpukaumsa

[ecTauMOHHBbLIN caxapHbIU AnaodeT

CaxapHbiy onadet 6epeMeHHbIX — NMIOObIe COCTOAHMUA C HapyLUeHUeM
yrneBoaHoOro oomeHa (B ToM 4mcne HapyLeHHast TofiepaHTHOCTb K
[MOKO3€e), ANarHoCTUpPOBaHHbIE NpU 6epeMeHHOCTM!.

BoigeneHue rectaunmoHHoro C[l B oTaenbHbIN TUN 0O6YCIioBreHO
NOBbIWEHHbIM PUCKOM NepuHaTaribHOU CMEePTHOCTU N BPOXKAEHHbIX
YPOACTB MNpu HapyLLUEeHUSX yrneBogHoro oomeHa y bepeMeHHbIX.



CtpoeHue n pyHKUMUN noaXenyao4HoOM Xerne3bl
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UHCYnNKnH: cTpoeHme n cxema bmocnHTesa

CurHanbHaa nocnefoBaTeNnbHOCTb
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Figure 23-4
Lehninger Principles of Biochemistry, Sixth Edition
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MHcyﬂVIH: MEXaHU3M BbICBO60>K,EI,eH NA

mioko3a
QY7 MioT-2

nioko3a N

9
@
WHakTuBaums \ Q @
KanueBoro kaHana ATO Q @ >
NHCynuH o
l T NHCcynnH
Oenonsapusauus Bxopg,

MeMGpaHbl KWTOXOHAPM Ca?t

>

C a2+

C a2+



MHCYNWH: OCHOBHbIE 3MEKTHLI

') XWUPOBAS TKAHb:
Il )/' * yBenn4yeHme 3axsaTta rMoKo3bl U3 KPOBY;
v ),\-4\»-- « 3ameqrieHve NUnonuaa;

) * aKTMBaUWA NUNoreHesa.

CKEJNNETHbIE MbILULUbI:
* yBenuMyeHne 3axsara
[MOKO3bl U3 KPOBU;

* aKTuBaUuA CUHTe3a

Q NEYEHDb:
« 3ameqnieHune rMioKoHeoreHesa;
//IHCYJ'II/II'\ * aKTMBaUWUS CUHTE3a MUKOreHa;
* aKTMBaUMs nunoreHesa.

FMUKOreHa;
e aKTMBaLUSA CUHTE3a
oernka.




CKENETHbIE MbILWLUbI: a

WUHCYNWH: OCHOBHbIE BENKN-«MULLIEHNY

(  ©/ ) XMPOBASl TKAHb:

MHcynvu-l\.

yBenuyeHue akcnpeccuu MNHOT-4;
aKTMBaUMSA rMUKOreHCUHTa3bl;
NHrIMBnpoBaHue
rnukoreHdgocgopmnasbi.
aktusaums MNMAOK;

\ ) Il J
LN Js\v?/ * yBenuyeHune akcripeccuu MHKOT-4;
) * aKTMBaUUS NUNONPOTEUHNMNA3bI;

" MEYEHb:

yBeEJIN4EeHNE 3KCNpecCcnumn rekCoOKMHas3hbil,
aKTnBauunAa rMnMKoreHCMHTas3bl,

NHrMbmnpoBaHue rimkoreHdochopunassbi.
aktneauus MNAK u

auetnn-KoA-kapbokcunasbl



UHCYNWH: MmexaHn3m OencTBug

? CBs3biBaHue MHCYITNHa C
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CaxapHbin gnabdeT: onpeaeneHue

CaxapHbin guabet (CO) — sTMonornyeckmn HeogHopoaHas
rpynna metabonnyecknx 3aboneBaHnn, KOTOPbIE
XapaKTepU3yrTCcs XPOHUYECKOU runeprinvKkemMmen,
O00OYyCIOBIEHHON HAPYLUEHUAMMN CEKPELINN UINTN OENCTBUSA
NHCYNMHA NN COYETAHUEM ITUX HAPYLLUEHUN.




CaxapHbi AnabeT: naTooMoxXumMus

[pn C[ oTmMevaoTCcs HapyLLIEeHWs YrIeBOOHOrO, XXMPOBOIo 1 6EnKoBOro
obmeHa, KoTopble 00yCNOBMAEHbLI HAPYLLEHNEM AEVNCTBUS MHCYINIMHA Ha
TKaHN-MULLEHMN:
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CaxapHbi AnabeT: naTooMoxXumMus

[Mpn caxapHoM AnabeTe, Kak NpaBUo, COOTHOLLUEeHUue
WHCYNUH/IMIOKaroH CHUXXeHO:

Ty
‘Olfaro npeobnagaxue
H » KaTabonmyecknx
npoLieccoB

[MeyeHb, MblLWLbl U XXUPOBAasA TKaHb Aa)ke nocne npuéma nuLm
dYHKUMOHMNPYIOT B pEXMME NOCTAaOCOPOTUBHOINO COCTOSIHUA.



CaxapHbiu gnabeT: natoonoxmmms

YrneBoaHbI OOMEH: rMneprimkeMmnst

CuvumMmnTOoM:

NMpuuunHa 1:

MexaHusm 1:

rMNEPrIMKeMUS — NOBbILLIEHNE YPOBHS MTHOKO3b
B KPOBMU;

HapyLwleHne rnocTynseHne rmKo3bl B UHCYSTNH-
3aBMUCUMble TKaHU (KNpoBas, MbllLleYyHasq);

abcosoTHas Unn pyHKUMoHarnbHas
HeOCTaTOYHOCTb MHCYMHA N CHUXKEHME
akcnpeccuun TpaHcnoptepa ITKOT-4 B
TKAHAX-MULLEHSIX;



CaxapHbiu gnabeT: natoonoxmmms

YrneBoaHbI OOMEH: rMneprimkeMmnst

rMNEPrIMKeMUS — NOBbILLIEHNE YPOBHS MTHOKO3b
B KPOBWU;

CvuMmnTOM:

dKTUBauungd rMmMoKoHeoreHe3a mn3 aMmnHOKUCTIOT,

NMpuunHa 2:
rmuueporsia n Nfiaktarta,

npeobnagaHve nyten katabonnama B
MexaHu3m 2:  YCIOBUSIX CHUXXEHUSI MHCYITUH/TIIOKAroHoBOro
NHaeKkca;



CaxapHbiu gnabeT: natoonoxmmms

YrneBoaHbI OOMEH: rMoKOo3ypust

MTIOKO3YypPUA — AOCTOBEPHOE OorpenerndemMoe

CvumnTom:

NMPUCyTCTBUE ITIIOKO3bl B MOYeE,

rnpeBbilleHNE KOHUEHTPaUUMOHHOIo no4e4yHoro
NMpuumHa:

nopora;

HapyLleHue peabcopbunm rnoKkosbl B

NMPOKCUMaAllbHbIX NMOYEYHbIX KaHallbLuaX MNMpw
MexaHu3m:

rmneprinmkemmm eolwe 8,9 Mmonb/n
(160 mr/an);



CaxapHbiu gnabeT: natoonoxmmms

YrneBoAHbI OOMEH: CHMXEHne TOJ1IEPAHTHOCTU K ITTHOKO3€E
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