


[[omononucaxapugbl

MmukoreH — (C H, O,) , nonncaxapua, odbpasoBaHHbIN
ocTaTkaMu [NKKOo3bl, CBA3aHHbIMU a-1—4 rMUKO3nAHbIMU
cBasamu (a-1—6 B mecTax pa3BeTBIIEHNSA); OCHOBHOMU
3arnacHomn yrneBo XXMBOTHbIX. [ TIMKOreH ABNSIETCSH
OCHOBHOW (POPMOWN XpaHEHUS MMIOKO3bl B XXMBOTHbIX
krnetkax. OTKknagbliBaeTcsa B BMAE rpaHyn B LMTonnasme Bo

MHOIMX TUMNax KNeTokK (rnaBHbIM 0Opa3oM nNevyeHn v MblillLl).
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[ Muko2eHos1U3- NPOLECC pacnaaa
rMUKoreHa

e [nuKoreH — 3anacHasa doopma rnoKo3bl B OpraHnU3mMe YerioBeka.
HakannuBaeTtcs B neveHn 0o 20% 1 B MbiLLax o 2%.
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I nnKkoreHonus




mMukoreHonus

1.NnukoeceHgpocgpopunasa
pPerynaTopHbIN 3H3UM («+» agpeHarnvH, rmoKaroH,
«-» WHCYIVH), NpoayKT peakuuu Mmiokosa-1-Poccpat
a-1,6-2n1uko3uda3sa («AeBeTBALWNN PepMEHT»)

2.9ochoarirokomymasa.

B gpocpoanrokomymasHou peakummn obpasyetca [nrokosa-6-cpoccpaT, nocne 4yero nytu
[MUKONM3a 1 rMMUKOreHonm3a rnonHOCTb0 CoBMnagatoT.

B npouecce rnukoreHonusa obpasyetca 3 monekynbl AT®, a He 2, (o6pa3oeaHue -6-¢b
rnpoucxodum 6e3 3ampamsi AT®).

3. nroko3o0-6-gpocghamasa

(HeT B MblLILIAX, NO3TOMY NMpW pacnage rmkoreHa B MbilLax He obpasyeTtca cBobogHasd
[MoKo3a)



I nuKkoreHoreHe3s

buocuHmes annukoz2eHa

* OcobeHHO aKTMBHO NPOTEKAET B
CKEeNETHbIX MbILLILIAX U NEYEHWN.
CuHTEe3 KaTanusnpyet (pepMeHT
rMMKOreHcuHTeTasa . HadmHaercs ¢
obpasoBaHus
YpUOUHOUOChamartoKo3bl

o (YO®P-rntoko3sbl):

 [nrko3sa-1-cpoccpat + YTOD
— YOO -rnroko3a +POP

» ®epMeHT NepeHoCUT OCTaToK
rMoKo3bl ¢ YOP-rnoKo3bl Ha KOHew
pacTyLleun Lenu rmukoreHa.

« Btopon doepmeHT (BETBALLNN)
NepeHOCUT roToBble dparMeHTbl
rmukoreHa Ha 6okoBbIe Lenu.
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PEIynAumnA METABOJIM3MA
MMAUAKOIEHA
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PEIynAumnA METABOJIM3MA
MMAUAKOIEHA
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[opMOHanbHasa perynauusa
YPOBHSA rMIOKO3bl B KPOBU

— aKTuBauma ——» TOPMOXeHune

KOpTUKoctTepouabl

MOKOHEOreHes MWKOreHosrin3 nmeBapeHune

‘ F\‘\ -
nokKo3a @

‘ KpOBM

7 P > \ >
CUHTES CuHTE3 XMpa CuHTEes amkK OkucneHue
rMuKoreHa




Perynaumsa KOHUeHTpauuu rmKo3bl B
KpOBU

HepBHaa cucrteMma

AKTUBaUMA CUMIMNAaTUYECKOro oTtaesia BereTaTuBHOM
HEPBHOWU CUCTEMbI

BbiaeneHne MmeamatTopoB KaTexoJ/iaMUHOB

YcuneHuve rnmKoreHosimda v yMeHblueHue
rNMunkKoreHe3a B nevyeHm

NMocTtynsneHue rnKo3bl B KPOBb



HapylweHue nepeBapuBaHus u
BcacbiBaHugA yrneBoaoB B XKT

HacnencrBennpie Gopmbl  IIpHoOpeTeHHbIC CBI3AHbIC !

00y CJIOBJICHBI 1. 3a0071€BaHUAMU MOJKETYJTOYHON KEJIE3bI
reHeTHYe CKUMU (OIyXOJiM, BOCHAJIUTENIBHBIE MPOLECCHI,
nedexramu uim ?@%ﬁﬁ;& ;-Il-), IPUBOAAIIMMHU K ASPUIIUTY
AeQUUHUTOM (EepMEHTOB, 2. 3a007€BaHUSAMU KHUIIIEYHHUKA C CHHAPOMOM
yHacTBYIOIINX B nuaper  (IpW  DHTEpUTAX M T.JO.),
rmapoJin3c yrii€cBoao0B B BBI3bIBAOIIIUMHU CHMI)KCHHC BPECMCHH
KUILICYHUKE aevctBus  (QepMeHTta  Ha  cyOcTpar

BCJICACTBUC YCUIICHU IICPHUCTAJIBTUKHU

3.  pE3CKUUAMH, OMyXOJISIMH,
IUCTPOPHUUECKUMH IIPOLIECCaMU B
CIIM3HCTOMN KUIIIEYHUKA, BEAYIIIUMHU K
CHM)KCHHUIO BCAChIBAaTEIIbHOM ITOBEPXHOCTH
KUIICYHUKA



[Mpumepbl HapyLeHUs nepeBapUBaHUA

aucaxapuooB

MpuunHa 3aboneBaHusA

KnuHunyeckne nposiBneHns n nabopartopHblie AaHHble

HacneancrBeHHbIN gehnunT
nakrassbl

BcTpe4vaeTtcs oTHocuTenbHO peako. Nocne npuéma monoka
HaGnaaTCcA pBOTAa, AMapes, cna3mbl 1 60nM B XnUBOTeE,
MeTeopm3sMm. CUMNTOMBbI pa3BUBaKOTCA Cpa3y Nocrie poXxaeHUs

HepoctaTto4yHOCTb NnakrTasbl
BCJleACTBME CHMXKEHUS1 IKCnpeccum
reHa pepmeHTa B OHTOreHese

XapakTepHa AnAa B3pochbIX U AeTen cTapluero Bospacra.
fBnsieTca cneacTBMeM BO3PacTHOrO CHUXEHUA KonmyecTBa
nakrasbl. CAMNTOMbI HENEPEHOCUMOCTU MOJIOKA aHANOINYHbI
HacneacTtBeHHou chopme aedmumTa Nnakrasbl

HepocTtaToyHOCTb NakrTasbl
BTOPUYHOroO Xapakrepa

310 BpemMeHHasn, npuobpeTéHHana popma. HenepeHOCUMOCTb
MOJIOKa MOXET ObITb CNeACTBMEM KULLIEYHbIX 3ab0oneBaHuM,
Hanpumep, KONIUTOB, racTputoB. Kpome Toro, BpeMeHHbIN
AeduunT nakTasbl MOXeT ObITb CNeaAcCTBUEM onepauuvm Ha
XKT

HacneacrtBeHHas HeAOCTaTOYHOCTb
caxapa3o-n3omMmarnbra3Horo
KOMMJ1eKca

MposiBnseTcs, Korga B pauMoH aeten Ao6aBnsAOT caxapo3y U
Kpaxman. bonbHble AeTn 06bLIYHO HEOXOTHO eAAT crnagkKoe.
lNMocne Harpy3ku caxapo3on oTMevyaeTcsi He3HaunuTernbHas
runeprnmkemus. [ipyrue caxapa (rnrokosa, opykrosa, fnakrosa)
NepeHoOCATCS XOpOoLlo

NMprnobpeTéHHaA HeAOCTAaTOYHOCTb
caxapaso-M3omanbTa3sHoro
KOMMeKkca

MoxeT BO3HMKaTb BCneacTBMe KULWWEYHbIX 3a0oneBaHuUN.
MNMposiBnsieTca gucnencuen, NpoBOLIMPYEMON KpyrnamMu,
Kpaxmariom, a TaKkke MMBOM U APYrMMU HanMTKaMmn Ha OCHOBe
cornopa




[ MnKoreHoBble OOJ1e3HU

- TPYIIa HACIEACTBEHHBIX HAPYILIEHUH, B OCHOBE KOTOPBIX
JICKUT CHU)KEHHUE UJIA OTCYTCTBUE aKTUBHOCTH (DEPMEHTOB,
YUYACTBYIOIIMUX B PEAKIUAX CUHTE3A UJIA PACIIaa TJIMKOreHa

FrMnkoreHoBble 601e3HU

A A

FNMukoreHosbl ArnnkoreHo3sbl

nevyeHo4YHble MbllUEeYHbIEe

A+\

CMeEllaHHble




MMAKOINEHOSbI

e Tun |- 06one3Hub NMpke. epnunt rnoko3o-6-pocdarassbl
e Tun Il - 6one3Hb Nomne.

[edounynt kKncnon manesrasbl (0-1,4-rnoKo3naassbl)

e Tun lll - 6one3Hb Kopu, 6onesHb ®opbcea.
[Hedounuynt ammno-1,6-rnoKkosngasbl

e Tun IV - 0one3nub AHOEepCOHa.

Hedoununt ammno-1,4,1,6-TpaHcrnoko3ngassbl

e TunV -6one3Hub Mak-Apana.

[Nednuut goocopmnassl MUOLMTOB

e Tun Vl-06one3Hb lNepca.

[edununt pocdopmnasHoro KOMnriekca B neyYeHm
 Tun VII. Ddedpnunt mblievHon doocdhodPpyKTOKMHASbI



FAJIAKTO3EMUA — HacneactBeHHOe 3aboneBaHuMe, B OCHOBe
KOTOPOro NeXuT HapyweHnme obmeHa BewecTtB Ha MNyTu
npeobpa3oBaHns ranakTo3sbl B [[HOKO3Y (MyTaLUS CTPYKTYPHOIO reHa,
OTBETCTBEHHOIO 3a CUHTE3 dhepMeHTa rasiakTo3o-1-
docdatypuamnnTpaHcdepassbl).

KnnHuka
Hunapes
PBoTa
[ernapatauus
[enaTomeranus
Kentyxa
[MpoTenHypus
AMUNHOYpUA
Aungos
KaTtapakTa
3agepxka YMCTBEHHOIO pa3BnUTUSA



Hepuuut rnrokoso-6-gocgaTt AernaporeHasbl -3H3IUMONATHUS,
KOTOpas nopaxaeT COTHU MUNITMOHOB SFOAEWN.

10 % nropenn CPe/M3eMHOMOPCKOTO PervoHa MMEHOT STOT
reHeTUYeCKN fedeKT.

IpUTPOLUTLI CO CHUXKEHbIM
ypOBHEM BOCCTaHOBMEHHOIO
rnyratMoHa 6onee
YyBCTBUTENbHbI K
remonusy 1 nerko
paspyLualTcsa, 0CoObeHHO
NPU UHTOKCUKALIMAX
nexkapctesamum (Hanpumep,

QHTUMANAPUUHBIMU

npenaparamm).

B Taxenbix cny4asx ApuTpouMTLI, KOTOpble copepkKaT
MACCUBHASA AeCTpyKLUMS B
SpUTPOLINTOB MOXeT Tenbua XeuHua.

NMPUBECTU K CMEPTU.



[ Mnornmkemms

(MeHee 2,8 MMOrb/n)

MpuumHa

OcHOoBHOE 3BEHO NaTtoreHesa

MoBblWeHNe NPOoAYKLMUN UHCYJIMHA

noBbilleéHUNE yTuindauumm rlitoko3bl m
CUHTE3a NIMKoreHa

HenoctaToKk KOHTPUHCYJIMHOBbIX
ropMOHOB

noaaBJjieHUe rNMMKoreHoJsZinsa m
rmroKoHeoreHesa

FNnukoreHo3bl

HapylweHue pacllernJieHus rfiMKoreHa

Oeduunt yrnesonos B NuULLe

HapyLwieHue NOoCTYMNJIEHUA yrnesoaos B
KpOBb

HapyweHue BcacbiBaHUA
yrnesoAoB B KMLUEeYHUKe

HapylweHue NoCTynJieHMA yrjiesoaoB B
KPOBb

Ts>xkenasa MmbileyHan paboTa

noBbillEeHHaA yTuinsauuma rsiimkoreHa, He
BOCnoJjiHAeMmasa aJ/iImMeHTapHoO

MopaxeHna neyeHu

HapyweHuss Metabonusma yrnesoaos B
neyeHm




[ MneprnmkemMmuns

(6ornee 6,1 MmMmonb/n)

Mpnunna

OcHoBHOE 3BEHO NnaTtoreHesa

Henoocratok MHCYyJ/IMHA

CHMXXEeHMne ytTuinsauumm rinroKo3bl
U CUHTE3a NIMKoreHa

N36bITOK yCuJieHMe pacnapja r/imkoreHa u
KOHTPUCY/IMHOBbIX rnoKoHeoreHesa

ropMOHOB

Crtpecc yCuJieHMe pacnapja r/imkoreHa u

rMMmoOKOHEeOoreHe3a

N36bITOK YyrneBsoaoB B
nuue

noBbllLIEeHUue NoCTynJjieHus
yriesoaosB




CaxapHbin onbet

— rpynna SHOOKPUHHbIX 3aboneBaHunim,
pasBuBaloLLMXcs BcneacTeme abcontoTHOW unm
OTHOCUTENbHOU HEeJOCTaTO4YHOCTN UHCYJTNHAQ,
XapakTepusyruwmmcd
['mneprinukemMuen
['mroxo3ypuei
[Tommypuen
Kaxnoi ( nonnanncuen)

[Tonudaruei

3aboneBaHne xapakTepusyeTcsa XpOHUYECKUM
TEYEHUEM N HapyLLEHNEM BCEX BUOOB OOMeHa BELLECTB:
YrIEeBOAHOIO, XXKMPOBOro, 0enkoBoro, MUHepPanbLHOro U
BOOHO-COJEBOI0



OcobeHHocTn Cl 1n 2

Wmn)

MHCL (2 Tvn)

Bo3spacT 3abornes

Yawe 25-30 net

Cablwe 35-40 n

Hauarno bbicTpoe [locTeneHHoe
Macca Tena cxyoaHue Oxunp. B 60-80 %
Accou. ¢ HLA DR3,DR4,B8,B15 |Het

AHTuUTENa K octp |EcTb HeTt

NHcynuH kpoBn | CHUXKEH B Hopme

KeTo3 EcTb He xapakTtepeH
[ToTp B MHCynuHe | ECTb Het

CaxapocH. npern.

He addeKTUBHbLI

OPDEKTUBHbI




[TpununHbl gnabeta | Tnna:

1) reHeTn4ecKku
OeTepMUHUPOBAHHbLIN

2) ayTOMMYHHOE nopa)keHme
B JETCKOM BoO3pacTe [3-
KNeToK noaxenyao4yHou

[TpnunHbl gnaberta |l Tuna:

1) MHCYNKUH BnpabaTbiBaeTCH,
HO B Nila3amMe CBA3bIBaAETCH
c 6enkamu, KotTopble
BrIOKMPYIOT €ro AENCTBUE;

2) rmnepakTusauunga
NHCYNMHa3bl;

3) oedodekT peuenTopHOro
annapara ansa UHCYNUHa;
4) ped ekt NocTpeuenTopHOU

CUCTEMDI
(ageHunnaTumknasHomn)



Cxema BHYTPUKIIETOYHOIo nepeHocCa CUrHana ivu-lcynMHa B KNnNneTKkax-MmuLleHu

(www.cellsignal.com,2012)

UHcynuH

Cnokoa
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GLUTA
Vesicle

Translation




Pusmnonormnvyeckue apdeKkTbl MHCYIIMHA

NHCYNUH — eOnHCTBEHHbIV FOPMOH, CHUXaOLWMW coaepXaHune rmoKo3bl B KPOBU,
9TO peanuayeTcd Yepes:

ycuneHune norrioweHuna KrietkaMm rmoKo3bl U APYrmx BeWeCTB,
AdKTNBaLUNKO KITHOYEBbLIX C*)epMeHTOB MANKOITN3a,

yBennm4eHmne MHTEHCMBHOCTN CMHTE3a [JIMKOreHa — UHCYITNH cbopCleyeT
3alfnacaHune MMrKO3bl KIMETKaMu rnevyeHn N Mblilll, I'IyTéM nonmnmepmn3auunn €ee B
MKOIeH,

YMEHbLUEHNE NHTEHCUBHOCTU [MTIOKOHEOreHe3a — CHUXaeTCAH o6pasoBaH|/|e B
neyvyeHun rMroKo3bl U3 pa3rinvHbIX BELLECTB

AHabosniuyeckue a¢hghekmai

YCUNUBAET MNOrTOLWEHME KreTkaMn aMUHOKUCITIOT (0COBbeHHO nenunHa 1 BanuHa);
yCUIiMBaeET TPaHCMOPT B KNETKY MOHOB Kanus, a Takke MarHma u pocdara;
ycunueaeT pennukaunio [HK n 6GuocuHTtes berika;

YCUIMBAET CUHTE3 XUPHbIX KUCIOT M NOCHeayoLLyo nx atepudpunkaumio — B
XXMPOBOW TKaHW 1 B NEYEHN MHCYINH CMOCOBCTBYET NpeBpaLLEHUIO ITHOKO3bI B
Tpurnuuepuabl; Npy HegocTaTke MHCYNMHA NpoucxoamT obpaTtHoe —
MOBUMNM3auns XXnpos.

AHmukamabonu4eckue aghghekmabi
nogaBnsieT rmaponna 6enkoB — yMmeHblUaeT gerpagaumio 6enkos;
YMEHbLUAET IUNONN3 — CHUXKAET NOCTYMJIEHNE XUPHbIX KNCNOT B KPOBb.




YrneBoaHbIN OOMEH Npu caxapHOM
anaoere

* YTHETEeHNEe rekCokmHasbl (renaTto-, M1Mo- "
agnnounTbl)

* YCUIEHWNE MMTUKOoreHonmsa
* aKTUBaLUSA rMOKOHeoreHesa
* HapyLleHne paboTbl umkna Kpebca



OcTpble OCNOXHEeHUA caxapHoro
anaoera

ONABETUYECKUN KETOALINOO3

[MTOBbILLEHVE YPOBHA KOHTPUHCYJTIAPHBIX
[OPMOHOB

CTUMYTITAUUNA NMPOLUECCOB ITIMKOIMEHOJINSA,
NNMMNONN3A UTIPOTEOITN3A

OEMMOPATALINA TKAHEW

[NMIMOBOJIEMUA

OJIIro- N AHYPUA

FMMNOKCUA TKAHEN N HATPOMOXXOEHUE NAKTATA
METABONMYECKNN ALINOO3



Knaccudukaumsa coBpeMeHHbIX caxapOCHMXKaroLwWwmnx
npenaparosB

HATErNMHAA,
PENAIMAHAUA,

MHCYNUH

1

e d [ VNEPIMTIUKEMAA B

BUINYAHWUObI "'; AVETA,
BIIOKATOPbI
o~ IIOKO3UOAS

N

PUSNYECKARA TUA3ONIMAVHAWOHBI
HAMPY3KA



buryaHuabl

MyuHnALI (MernnTHUALI) npenaparhbl - MPoU3800HbkIE beH30e80U KUCITOMAbI,
umMmerom crieyuguyecKkul y4acmok ces3bleaHus Ha [3-Kriemke, omsiu4HbIU om
Opyaux cekpemazao208, 4mo ro380s1siem 3KOHOMHO CmuMyuposams U He
ucmouwams 3 -kKnemky. @u3auoroaus 8 MexaHu3me delcmeus ripenapama
r10380/151em c8ecmu K MUHUMYMY PUCK aurioarukemud.

lNMpenapartbl cynsbdoHnnmoyeBuHbl. MexaHuam deucmeusi [ICM cesizaH:
CO CTUMYNSAUMNEN CEKPELIMN SHOOTEHHOIO UHCYIMHA B-KNneTKkamu

C nogasneHneM NpoayKuum rnkaroHa ¢ yny4yeHMemM YyBCTBUTENbHOCTY
NHCYNMUH3aBUCUMbIX TKAHEN.

TvazonnauHOWOHLI (IMUTA30HbI) - CEHCUTaN3epbl MHCYNNHA - YBENNYNBAIOT
YYBCTBUTESNBHOCTb K MHCYITNMHY NYyTEM AENCTBUS HA XXNPOBYIO TKaHb, MblLLLbI U
NeYeHb, rae OHM YBENNUYNBAIOT YTUNN3ALUIO IMIHOKO3bl U CHUXAKOT €€ CUHTES
UHrmbuTopsbl a-rroKo3naas- oCHOBHOE ENUCTBMNE CBA3aHO C YTHETEHNEM
aKTUBHOCTM (PepMEHTOB, y4acCTBYIOLLNX B NepeBapnBaHnmn yrnesogoB
KombuHupoBaHHble npenapartbl. Peannayerca sagaya komneHcaumm 4BOMHOro
nedpvumnta:

« CTUmMynsaumns cekpeumm NHcynuHa

* CHWuXeHne nnmn npeogoneHne NHCYNMMHOPE3UCTEHTHOCTH

AroHucTbI rnrokaroHnogoo6Horo nentuaa-1

UHrnbutopsl gunentunaunnentuaasbi-4 (Muntudel) . NpoanesatoT adpdekT
NHKPETWUHA in vivo, rOpMOHa 0ByCroBnmMBaroLLEro

3aBUCUMYIO OT T1HOKO3bl CEKPELMIO UHCYITMHA



Mexanuam gencrena buryanuaor (Metpopmuta)
I nrokopax, Cuodpop, baromer

CHmxarr
MHCY/IMHOpEe3uC- CHUXAIOT
TEHTHOCTDL NEYEHOYHbLIN CHWXAIOT
FMIOKOHEOrEHE3 BCACbIBAHUE
rNIOKO3bI B
KULWEYHWKE

MbIlWEeYHaA TKaHb

neYyeHs




TnasonmanHAUOHDI

MblllUbl
2 tAQunoreHea T POBAR TKaKL neyeHs

13axsar CKK | Mniokoxeorexes
W nunorexHes
13axear
rNOKoakl
ITNF-an
pPoZUOTHH
tAguno- -
HeKTHH

1YTUnusauus rnioKo3sbi | Npoayxums
1CKK rNIOKO3bl NeYeHbIo
nepudepuyecKkuMm TKaHAMMU

|M'mneprnukemusn
C.J BAILEY. C DAY

bt J Chn Fract, Septembss 2004, 58, 9. 857-876
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Ponek I'M111-1 B romeocTase rnioko3bl y YenoBeka:

CHMXAAT anneTuT

ManxpeaTwyeccxne

Q-KNeTKN!
Nanxpearnvecxkne 1 NPt ~o

rAKOKAroNa nocne N

npuemMa nuum /

’
. MNevenb: p- 7’

, CORPEINIO HNCYANND | rmoxarona cHwxaer
PaBoTKY rMOKOasI NEYEHBIO
Boccranasnusaer Wenygox
HHCYIHNOBYIO PEaKy Mo 3amegnner
nepsoi assl ONOPOMHEHNE

wenypxa




Cnacubo 3a
BHUMaHue!



