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BBEJEHMUE

YrneBsofbl UrpatoT CyLWEeCTBEHHYIO POSib B POCTE U pas-
BUTUM pebeHKa, ABndsicb o6s3aTeNlbHbiIM M Haubonee
3HAYUTENbHLIM KOMMOHEHTOM MULIKU. YYUTbIBAS BbICOKYIO
MHTEHCUBHOCTb MeTabonn3ma B opraHuame pebeHka,
[Ja)ke HeboNbliMe OTKIOHEHWS B YrNeBOLHOM obMmeHe
MOTYT MPMBECTM K HapylWeHWo APYyrux BuaoB ob6MeHa
BELEeCTB W JOMKHOro o6ecnevyeHns X1U3HeaeaTeNbHOCTH
opraHuama [1, 2].

Puc. 1. opmbl HapyLweHUs yrneBofHOro 06MeHa
Fig. 1. Forms of carbohydrate metabolism disorder

TUNOBLIE ®OPMbI HAPYIUEHUH

YINMEBOAHOIo OBMEHA

NmeeTcq 6onbloe 4ucno 3aboneBaHUi, Bbl3BaHHbIX
paccTporcTBamu o6meHa yrneBoaoB. MX MOXXHO 06beANHUTD
B HECKOJMIbKO TUMOoBbIX popM natonoruu (puc. 1) [1, 3, 4].

TMNOrNMUKEMHUA
B HopMe copeprkaHue roKo3bl B nna3me kposw (IMK)
HaTollaK Konebnetcsa B Anana3oHe 3,58-6,05 mmonb/n.
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Mnornnkemms — 310 TMNoBas Gopma NaTtonornun yrie-
BOJHOIro o6MeHa, XxapaKTepU3yloLWascs CHUKEHNEM YPOBHS
MK HuxKe HopMmbl (< 3,58 mmonb/n) [3].

Mocneactesmnsa ruNOrMnMKeMUU y pebeHka BO MHOMom
06yCcnoBJieHbl OCOBEHHOCTAMW YrNEBOAHOIO OOMEHa Yyxke
B Nepuoa ero BHyTPUYTPOOGHOro pa3Butus, Korga Gopmupo-
BaHWE U KM3HeAesATeNbHOCTb NMI0Aa CyLLEeCTBEHHO 3aBUCAT
oT ypoBHs [TIK ero n ero matepu. lNpu atom y nnoga eue
He anddepeHuMpoBaHbl GEpPMEHTHbIE CUCTEMbI, y4acTBY-
jolWmne B peanns3auuu rMKoHeoreHe3sa W MMUKOreHonnaa.
[nutenbHaa HegocTaTo4Has 4OCTaBKa MOKO3bl nnogy oby-
CNOB/IMBAET KOMM/EKCHbIE UBMEHEHUS B ee MeTabonnsme,
BAMSIOLLME Ha POCT U pa3BUTUE MNI0AA, @ TAKKE MOXKET UMETb
HenpeacKasyemble NOCNeACTBUS B NOCNEAYIOLWEM.

Cpasy nocne poxaeHuns KoHueHTpauus MKy HoBopox-
[IEHHOr0 CHUXKaeTcs, a NpuUMepHo Yyepe3 20—-23 4 Ha4YnHaeT
NOBbILLATLCS U AOCTUIAET HOPMaIbHOro AManasoHa. 310 06y-
C/IOB/IEHO aKTMBaLMeN GEepPMEHTOB IMIMKOreHOIN3a U MMOKO-
HeoreHe3a. MHorvne 3ab6oneBaHusa U NaTonornyeckune npo-
Lieccbl MOryT HapyllaTb 3TW W Apyrne MexaHM3mbl agantauuu
YyrneBoAHOro o6MeHa y HOBOPOX/AEHHOr 0.

MpUYUHBI TMNOrNIUMKEMUN

MNornnMKemus MoxKeT HabnoaaTbCs y AETEN yXKe C nep-
BOW Hedenu M3HU. Yalle Bcero oHa cBsi3aHa C HalM4yMeM
caxapHoro guabeta y maTepu, TSXKENOoW TMMNoKCuen nnoga
WA acPUKCHEN HOBOPOKAEHHOro. MMNOrMMKEMUA HEpeaKo
BO3HMKAET Y HEAOHOLEHHbIX AeTen Mpu pasBUTUM Y HUX
cencuca, KpoBOM3NUAHUIA B HAAMOYEYHUKMU, MOBPEKAEHUMU
HEPBHOW cUCTeMbI. B ganbHenwem pasBuTne runorinkemMmu
y AeTEN MOXKET OblTb BbI3BAHO MHOXECTBOM MPUYKH (pUC. 2).

HacnencrtBeHHble, BPOXKAEHHbBIE U MPUOBPETEHHBbIE POp-
Mbl NATOIOTMK NEeYeHNn — Hanbosee YacTble MPUYUHbBI TUMo-
rnukemun y geten. CoctosiHue runoriMKkeMmnn pasBrBaeTcs
NPU XPOHUYECKMX renatutax, renaTtoancTpodusix, ToKCuye-
CKMUX MOopaKeHuax nevyeHun, pepmeHTonaTnsax, MmembpaHona-
Tmsx renatoumnTos [1, 3].

Y neten HepeaKo BCTpeyaeTcs HeAoCTaToO4YHOCTb addeK-
TOB (PEPMEHTOB [MIOKO30-6-pocdaTasbl, MMUKOreHCUHTE-
Tasbl, PpyKkT030-1,6-andocdatasbl. TaK, HEAOCTaTOYHOCTb
GpyKT030-1,6-andocdatasbl (bepmMeHTa rNIOKOHeoreHesa)
NPUBOAMT K MNOBbLIWEHKWIO B MN1a3Me KPOBU COAEPKAHMA NaK-
TaTa, nupyBaTta, CBOGOAHbIX YMUPHbIX KMCNOT, KETOHOB, ana-
HUHa M MOYEBOW KUCNOTbI. ITO NPOSBASAETCS TAKENbIM TOKCH-

Puc. 2. [pnynHbl TMNOMIMKEMUN y AeTeN
Fig. 2. Causes of hypoglycemia in children

KO30M, TMMOrMUKEMUEN, NaKTaTaumnao30M, renatoMeranmnen,
YUPOBOWN MHOWBTPALMEN NEYEHN, CHUKEHUEM COAEPKAHNSA
rMWKOreHa B renatoumTax.

MpUYMHaAMKU TUNOTNMKEMUM TaKKe MOryT CTaTb YMEHb-
LeHWe TpaHcnopTa MOKO3bl B renaTtouuTbl U3 KPOBM, HEAO-
CTaToO4YHas aKTMBHOCTb B renatouuTax rMKoreHesa u oTcyT-
CTBME WU CHUXKEHHOE CoAEPKaHMe B HUX AEMOHMPOBAHHOIO
rMUKOreHa.

Yacton NPUYMHOM TUMOMMMKEMUK ABNSKOTCS PacCTpOm-
CTBa MONOCTHOrO W/MAM MEeMOBPaHHOro MuLLEBAPEHUS B
KuleYyHrKe. HepgoctaTtouHoe pacliensieHme Nakrtosbl B TOH-
KOM KWLEYHWKE NPW NaKTa3HOW HeAOCTAaTO4YHOCTU SABAS-
€TCA MEXaHWM3MOM pas3BUTUA CUHAPOMaA ManbabCcopOLUK.
MprobpeTeHHas nakra3dHas HeJOCTaTOYHOCTb Yy AETEN YacTo
ABNSAETCH CNEeACTBMEM TMOBPEKAEHUSA IHTEPOLMTOB MNpH
MHODEKLMOHHOM MW anfiepruyeckoM npoLeccax B Kulley-
HUKE, a TaKXKe NPU CUHOPOME KOPOTKOM KULWKK. [Moago6Hble
HapyweHus HabngaloT y AeTen npu caxapasHo-u3omalsb-
Ta3HOW HEeOOCTaTOYHOCTU BPOXKAEHHOro Tuna. HapyweHune
nepeBapuBaHna M BcacbiBaHUsl YrNeBOAOB Yy AeTew 4alle
6blBaeT CBA3aHO C HeAoCTaTO4MHOCTbIO AMcaxapuaas, dep-
MEHTOB TpaHCMeMOpPaHHOro nepeHoca [OKO3bl, APYruX
MOHOCaxapuaoB 1 6enKa-nepeHocHmKa rnoko3bl GLUT-5.

MNornMKeMmna MoXKeT BO3HWKaTb MpW SHTepuTax, narto-
NIOTMK NOAXKENYAOYHOW Kenesbl, CUHAPOME MababCcopobLnu.
MPUYMHbI HapylweHW MOMOCTHOrO MNepeBapuBaHus yrne-
BOJOB 006YCNOB/E€Hbl HEAOCTATOYHOCTbIO MaHKpeaTU4eCKon
amunasbl, HeOCTaTO4YHbIM COAEpP}KaHMEM U aKTUBHOCTHIO
aMUNONUTUYECKUX GEPMEHTOB TOHKOIO KULLIEYHMKA.

K rMnornMkeMmnn MOMXKeT NPUBECTM M NATONOMUS MOYEK.
HapyweHne peabcopbunmn rMioKo3bl B NMPOKCUMaNbHbIX Ka-
Hanblax HedpoHa BcCneacTBue TyOYNSPHbIX 3H3UMONATUN,
nedpekt membpaH, aedpuunT MembpaHHbIX MMMKONPOTEMHOB
nexar B OCHOBE IMMnorankemMumn npu GyHKLUMOHaNbHO-CTPYK-
TYPHbIX HapyweHusax noyvek [1, 3]. 310 NpMBOAUT K pa3BUTUIO
TMNOMUKEMWUKN U TIIHOKO3YPUU (MOYEYHbIN anaber).

OaHoM 13 Hanbonee 4acTblX NPUYUH TUNOMITUKEMUU NPU
3HAOKPUHONATUAX SABNSAETCS HEeAOCTaTO4HOCTb 3PdEeKToB
TMNEPrIMKEMU3UPYIOLWNX TOPMOHOB — COMAaTOTPOMHOIO
(BCNeacTBME TOPMOXKEHMS TNIMKOreHONN3a U TpaHCMeMOBpaH-
HOrO MepeHoca rMOKO3bl), MIOKOKOPTUKOCTEPOMAOB (TOp-
MO3ST [JIIOKOHEOreHes3), KaTexoaMmnHOB (CHUXKaKOT WMHTEH-
CUBHOCTb [/IMKOreHO0/n3a), TUPOKCHUHAE, TPUMOATUPOHMHA
(TOPMO3AT MUKOreHoNn3 B renatouuTax), rioKaroHa (M3-3a

MPUYUHBI TUNOTTMKEMWUK

PaccTtponctea nuiieBapeHus
B KULIEYHWKE

MaTonorus nevenu
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BOMPOCbI COBPEMEHHOW NEAUATPUM /2017/ TOM 16/ N2 5



HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

TOPMOXEHUS TIOKOHEOreHesa U MMUKOreHonm3a) — u/unm
M36bITOK 3PDEKTOB MHCYNIMHA (MPU TMNepnaasnn Ui ageHo-
Me KIETOK OCTPOBKOB JlaHrepraHca, BpOXAEHHOM rMnepmH-
CyIMHU3MeE, cuHapome bekButa—BuaemaHa, nepeno3npoB-
Ke WHCYNnHOM) [3, 4].

AednunTt yrneBogoB Kak npuYnHa runorinkeMum mo-
ET 6bITb CNeACTBMEM AUTENbHOMO YrNeBOAHOrO ronoja-
HUS. HegocTaToK yrneBOoAOB B paLMOHE He COMpPOBOXKAa-
eTCcsl TMNorMuKeMnen BCNEeACTBME aKTUBALMM [IIOKOHEO-
reHesa.

dusnyeckas Harpyska (AnutenbHas WM/unu 3HaYUTENb-
Has) NPUBOAMT K Pa3BUTHUIO TMMNOMIMKEMUN BCNEACTBUE UCTO-
WeHMs B OpraHM3mMe 3anacoB MMMKoreHa, 4enoHMpPOBaHHOMo
B MEYEHW W CKEeNeTHbIX Mblwlax. Mnornukemusa y geten
MOXeT O6biTb Bbi3dBaHa AedEKTOM TpaHCMeMOpaHHbIX 6en-
KOB-MEPEHOCYMKOB MOHOCaxapoB. HapyleHue TpaHcnopTa
WX B KIETKM HabnogaeTcs No MeHbllen mepe npu 4 Hacnea-
CTBEHHbIX AedeKTax. Tak, myTaums reHa SGLT-1 npuBoaut
K HapylleH1Io TpaHCnopTa MOKO3bl M ranakTo3bl B KIETKax
KULWEYHWKa, YTO NPOSIBNAETCA TAXENO0N OCMOTUYECKON Aua-
peen v runorugpatauuen opraHuama yxe c rnepBblX AHEN
WU3HU. MyTauus B reHe SGLT-2 CnyXuT NPUYNUHON M30AUPO-
BaHHOM MoYyeYvHOM roKo3ypuun. Npu gedpektax 6enka GLUT-2
HapyllaeTcs NepeHoc MOKO3bl U ranakTo3bl B renatouumTax,
HedpounuTax M B-KIeTKax NOLXKEeNyLO4YHOM »Kenesbl, coye-
Talowmncsa ¢ HapyweHnem mx dyHKuuu. Elle oauH Hacnea-
CTBEHHbIN AedEeKT He CBSA3aH C Pas3BUTUEM TUMOMTUKEMUH,
HO XapaKTepu3yeTcsi CHUXKEHWEM COAEPXKaHMUS [IOKO3bI
B SIMKBOpe. Bo3HMKaeT oH npu aHomanuax GLUT-1 n npwu-
BOAMT K 3nNuUAEenTUYecKon dsHuedanonatuu, Bbi3blIBaeMOM
CHMXXEHHbIM TPAHCMOPTOM [MOKO3bl Yepe3 rematoaHueda-
nnyeckun 6apbep [3, 5].

MposiBNeHUs runornMKkemMmum

Han6onee 4acTblMM CNneacTBUSMU TUMNOTUKEMUN ABAS-
loTcs GoOpMMUpPOBaAHME TUMOTMMKEMUYECKOW peaKkuuu, rnno-
rMUKEMUYECKOIO CUHAPOMA M TUMOMIMKEMUYECKON KOMbI
(puc. 3)[1, 3].

mnornnkemmnyeckas peakums

MnornnkemMuMyeckasa peakuuss — 3TO TUNOBOE M3Me-
HeHuWe yrneBogHOro ob6MeHa, KOTOpoe XapaKTepuayeTcs
OCTPbIM BPEMEHHbBIM CHUMKEHMEM KOHLEHTPaLUKU MIOKO3bl
B Mna3Me KPOBW HUXKE HOPMbI. [TpUYMHaAMU TMNOrIMKEMMU-
YEeCKOM peaKuuu MOryT OblTb NOCAEepoaoBasi rMNorIMKeMUS
Yy HOBOPOXAEHHbIX, OCTpas FTMNEPUHCYIMHEMUSA Ha 2—3-e CyT
OT Hayana ronofaHus, npexoasawas BblpaxKeHHas rmnepuH-
CYy/IMHEMMWS MOCNEe Harpy3Ku opraHnama rtoKo3om (npu yno-
TpebneHnn 60NbLIOro KOIMYecTBa caxapa).

Puc. 3. lNocneacteus runormMkeMmnu
Fig. 3. Consequences of hypoglycemia

Y HOBOPOXAEHHbIX M AETEN paHHEro Bo3pacTta cneunou-
YEeCKMX NPOSIBNEHUN TMMNOTNIMKEMUN HE BbISBIEHO. Y aeTen
paHHero Bo3pacta OHa MOXKET BblparKaTbCs NO-pa3HOMY:

°  Tpemopowm;

®  pasaparKMTENbHOCTbIO;

®  MPOH3UTENbHbIM KPUKOM (CMHAPOM rMnepBo36yanMocCTH);
e cygoporamu;

® anHos;

® CpbIrMBaHWEM;

® HecTabW/IbHOCTbIO TemnepaTypbl Tena;
° TaxuKapauew;

®  TaxWMHO3;

® apTepuanbHOW rMNOTEH3UEN;

® MOBbIWEHHbIM NOTOOTAENEHNEM.

Y neten ctaplero Bo3pacTa rmnorinkeMmyecKas peak-
LS NPOSIBASIETCS, KaK NpaBmo:
®  HU3KUM ypoBHeM [TIK;
® JlerkuMm 4YyBCTBOM ronoza;
®  MblWEYHON APOKbIO;

° TaxuKapauewn.

3TV CUMNTOMbI CNabo BbIParKEHbI, X YCUeHe HabnaaeT-

Cs1 NPy GU3UYECKOM UM NMCUXOIMOLIMOHANBbHON Harpy3Ke [3, B].

r'mnornnKeMm4ecKni CUHAPOM

370 YacTas TMnoBas Gpopma HapyLeHUs yr1eBogHOro obme-
Ha. OHa XapaKTepusyeTcs YCTOMYMBBLIM CHUXKEHMEM COAEPIKa-
HWUS IIOKO3bI B Nna3me Kposu go 3,3-2,5 mmonb/n [1, 3].

MposBnseTcs agpeHeprn4yecKMMmM M HEMPOreHHbIMKU pac-
cTponctBaMu (puc. 4). AgpeHepruyeckne npusHaku runo-
rMUKEMUYECKOrO CUHAPOMA CBA3aHbl C NOBbLILWEHHOW CeKpe-
LUMEeN KaTexonaMuMHOB, HEMPOreHHble — C HapyleHWem
QYHKUMIA LeHTpanbHON HEPBHOW cucTembl [3].

rmnornnkemMmnyeckas Koma
[MnornnMkemmnyeckasa Koma — Tunosas ¢opma narto-
norun  yrneBoaHoro obmeHa, KoTopasi XapaKTepuayetcs
YMEHbLIEHWEM COAEPIKaHUA MMIOKO3bl B N1a3Me KPOBU HUXKe
2,0-1,5 mmonb/n), NoTepern CO3HaAHWUSA U BblPaXKEeHHbIMU
pPaccTpoCTBaMM KM3HEAEATENbHOCTM OpraHnama, 4acTto
NPMBOASLWMMHU K NeTanbHOMy ucxoay [1, 3].
Knto4yeBble MeXaHW3Mbl TMNOMUMKEMUYECKOM KOMbI [1]:
® HegocTaToyHoe obecrneyeHne aHeprmuer HEMPOHOB U Apy-
TUX KNETOK KaK pesynbraT gedulnTa rioKo3bl U HegocTaT-
Ka KOPOTKOLLENOYEeYHbIX METabONTOB CBOGOAHBIX UPHbIX
KMCOT (aLLeTOYKCYCHOW U [3-TMAPOKCUMACNAHOM); KETOHO-
Bble Tefa MOryt obecrnevymtb HEWPOHbl SHEPrUen faxe
B YCNOBMSIX IMMOMMKEMUKU, OLHAKO 06pPa30BaHWE 3ITUX
BELLECTB B JOCTATOYHOM A/ 3Heproo6ecneyeHns KNeTok
KOIMYEeCTBE BO3MOMXHO TONIbKO Yepe3d HECKOJIbKO YacoB,

| Bo3MOXHble NOCNeACTBUS TMMOTTMKEMUK

|

|

|

| Mnornnkemunyeckas peaxkums

MNOrnMKeMU4YecKuin CMHAPOM

Mnornukemnyeckasa Koma

OcTpoe CHUKEHWE KOHLLEHTPALIMM [IOKO3bl
00 80-70 Mr% (4,0-3,6 mmonb/n)

CTOMKOE CHUMEHWE KOHLIEHTPALIMM [IIOKO3bI
[0 60-50 mMr% (3,3-2,5 mmonb/n)

CHWXXEHWEe KOHLLEHTPaLWK MIoKO3bI
[0 40-30 Mr% (2,5-1,5 mmonb/n)



Pwuc. 4. [IpU3HaKKW rMnorinKkeM1M4ecKoro CMHApoMa
Fig. 4. Signs of hypoglycemic syndrome

| MposiBNEHNS TMNOMMMKEMUYECKOrO CUHAPOMaA |

!

!

| AJpeHepruyeckune | | HevporeHHble |
| YyBCTBO ronoga | | MblweyHas ApoXKb | | MoTtnmMBoCTbL | | [onoBHast 601b | | [oNoBOKpyXKeHWe | |HapyLueHM93peHMﬂ|
TpeBora, Taxukapaus, CnyTtaHHOCTb Mcuxmyeckas
cTpax cMepTH apuTMuK cepaua CO3HaHMA 3aTOPMOXKEHHOCTb

YTO MPU OCTPOW MUMOTMUKEMUN HE MOXKET NPeaoTBPaTUTbL
BO3HUKaIOWMIA 3HEPTrOAEPULIUT, HapyLeHWe TpaHcnopTta
aleHO3UHTPUDOCHOPHON KUCIOThI 1 €€ UCMONb30BaHNS;

* noBpexaeHne MembpaH U He[oCTaTO4HOCTb hEePMEHTOB
HEMPOHOB W APYIrUX KETOK OPraHoB U TKaHew;

e [uc6anaHc BOAHO-3MEKTPOIUTHOTO O6MEHa KIETOK:
noteps KneTkamu Kt u Hakonnenve H*, Na*, Ca2*;
runepruapartaLma KNeTox;

® HapylleHUs aNeKTporeHesa KaKk pesynbTat npeacTaBieH-
HbIX BbllL€ PacCTPOMUCTB [3, 5].

MpUHUMNbI TEpanuu NpyU runoriMKeMmYecKux

cocTosiHuAx [1, 3, 6]

STUOTPONHbIA MPUHUMA JIEHEHUS NPU TUMNOMNMKEMUYE-
CKUX COCTOSIHUSX peanu3yeTcsd NyTemM BBEAEHUS MNaLMEeHTy
pPacTBOPOB IOKO3bl BHYTPUBEHHO (419 YCTPAHEHUSA OCTPOM
runornukeMunn). MHobysunio pacTBOPOB MIOKO3bl MPOLOKa-
10T O BOCCTaHOBJ/IEHWS CO3HAHUSA NalWeHTa, 3aTeM MoCTy-
nJeHne [IOKO3bl B OpraHnM3m obecrneynBaeTcs € MNULLEeN
W HanuTKaMu ANng BOCCTAHOB/IEHWS 3anacoB [JIMKOreHa
B rnevyeHu. Takxe NpoBOAAT KOPPEKLMIO OCHOBHOW GOpPMBbI
naTosiorMu, Bol3BaBLUEN MUMOMTUKEMMUIO.

llaToreHeTM4ecKui NPUHUMN Tepanuy oCHOBaH Ha O6no-
Kaje U/vnun yCTpaHeHUU raBHbIX 3BEHbEB NaToreHesa rurno-
rMUKEMUM (HOpManuaauus aHeproobecneyeHns KNeTok; Boc-
CTaHOB/MIEHWE CTPYKTYPbl U GYHKLMM MEMOPaH U GEePMEHTOB,
6anaHca MOHOB, XMAKOCTU, KUCIIOTHO-OCHOBHOIO COCTOSIHUS
W ap.). BocctaHOBEHWE YPOBHSA MIOKO3bl B Mjia3Me KpPOBMY,
KaK npaBuio, NPUBOAUT K BbICTPOMY «BbIK/IOYEHUIO» NaTore-
HETUYECKUX 3BEHLEB MMMNOMMUKEMUN. [TpU XPOHUYECKUX TUMO-
rMMKeMmax Heobxoanma MHAMBUAYANM3MPOBaAHHasA Tepanus.

CumnromaTudeckas Tepanus Npu TUNOrMMKEMUYECKUX
COCTOSIHUSIX MO3BONSET YCTPAHUTb CUMNTOMBI, yCyryénsioume
COCTOSIHME MocTpaaaBsluero (ronoBHas 60/b, CTpax CMepTH,
U3MEHEHUSA apTepuanbHOro AaBneHus, TaxuKkapans v ap.).

TMNEPIIUKEMUA

Mneprnnkemma — tunosas dopma NaTonoruun yrneBoa-
HOro OOMeHa, xapaKTepu3ylolWasncs MOoBbIEHUEM YPOBHS
MK Bbile HopMbl (Bonee 6,5 MMoONb/N HaTollaK n 6onee
8,9 Mmonb/n B nto6oe Bpems cyToK) [1, 4, 5].

MpUYKUHBI rUNepraukemMum

MpUYMHaMK TUNEPrIMKEMUM SBNSIIOTCS 3HAOKPMHOMa-
TMW, HEeMpOreHHble PacCTPOWCTBA, MCUXOTreHHble GOopMbl
naTosoruu, nepeeiaHne, NaTonorus NeYeHu.

B HeoHaTanbHOM nepuoae rmneprinkemMuun BcTpeyatorcs
yaule, 4em runornMkeMun. fmMneprnnkeMus obHapyXuBa-
etcad y 20-80% rny6oOKOHEAOHOLWEHHbIX HOBOPOXAEHHbIX.
OCHOBHOM ee NpU4YMHOM ABASETCA WM3ObITOYHAs WMHY3KUS,
OCOGEHHO CTpyMHas, KOHLEHTPUPOBAHHbIX PacTBOPOB [Mio-
KO3bl. JHAOKPWMHOMATUM 4acTO OKa3blBAlOTCH MPUYMHON
rMNepPriMkeMUn BCneacTBUE M36bITKa 3bdEKTOB runep-
IMUKEMUSUPYIOLLMX FTOPMOHOB W/WMNK aeduunTa MHCYIUHA
[3, B, 6]. Tak, Hanpumep, NpU M30ObITKE NIOKaroHa Bcnem-
CTBME rMNepniasMmn o-KIeToK OCTPOBKOB JlaHrepraHca aKTu-
BUPYETCA MIOKOHEOreHe3 U3 aMUHOKWUCNOT U MUKOreHONNS,
4YTO COMPOBOXAAETCA runeprinkemmen. N36uITOK B OpraHus-
M€ [IOKOKOPTUKOCTEPOUAOB CTUMYIUPYET MIOKOHEOreHe3
WU UHTMOMPYET aKTUBHOCTb MEKCOKMHa3bl. M3ObITOK KaTexo-
JTaMUHOB MPUBOAUT K TMNEPIIIMKEMWUN B peadynbTate CTUMYNS-
UMW rnKoreHonmsa. COCToAHMSA, 0BYCNOBEHHbIE TUNEPTH-
pPeo30M, BbI3bIBAOT YCUNEHWUE TTIMKOreHON13a, TOPMOXEHME
rMUKOreHesa, CTUMYNSALMIO [NIOKOHEOreHes3a, aKTUBauuio
BCacblBaHWA MMIOKO3bl B KMLWeEYHUKE. M36bIToYHasa cekpeLuuns
COMaTOTPOMHOIro rOPMOHA aKTUBUPYET MUKOreHON3 U TOP-
MO3WT YTUIU3aLMIO TIIOKO3bl, YTO COMPOBOXAAETCH runep-
rnukemuen. [MNepraiMkemMmns MoXKeT BOSHUKHYTb BCIEACTBUE
FTMNEepPCeHCUTU3aLMnU U YBEIMYEHUA 4YUCna PeLenTopoB K
rOPMOHaM Yy K/ETOK-MULLIEeHeN. [MNOMHCYIMHU3M Bbi3blBa-
€T TMNepPrnMKeEMUIO Npu caxapHOM AunabeTe KaK pesynbraT
YMEHbLIEHUS YTUAN3aALUK [NIOKO3bl KNETKaMW, YCUIeHUs
rMIOKOHEOreHe3a u akTuBauuu rmukoreHonumsa [1, 3].

HeWnpo- U ncuUXoreHHble paccTponcTBa (NCUXMYECKOoe
BO30OYJEHWe, CTpecc U Ap.) CONPOBOXKAAIOTCS aKTUBaLMeEN
cumnaToagpeHanoBomn, runotanamo-runobusapHo-Haamno-
YEYHUKOBOW W TUPEOUAHOM cucTeM. [OPMOHbI 3TUX CUCTEM
BbI3bIBAIOT aKTUBaALMIO [MIMKOreHONM3a, YrHETEHUE [NIUKO-
reHesa, aKTMBaLMIO [IIOKOHeOoreHesa, NPUBOASA K rMNeprim-
KeMuu. Y MnageHLeB v AeTel paHHero Bo3pacta rmneprim-
KeMWa BO3HUKAET Mpu CTpecce U/Mnn npu MHPEKLMOHHOM
npouecce (470 06YCNOBIEHO [AEWCTBMEM KaTEXO/laMUHOB,
FMIOKOKOPTUKOCTEPOUAOB, LIMTOKMHOB, MPUBOAALLMX K Hea-
[leKBaTHOW CeKpeLun UHCynuHa). [MnepriMkemMuns 4acrto
BCTpeYaeTcs y HEAOHOLEHHbIX U «CTPECCUPOBAHHbIX» AETEN,
nepeHeclnx acdOUKCHUIO, CUHAPOM [AbIxaTeflbHbIX pac-
CTPOWUCTB, MHDY3MOHHbIE npoLeaypbl U T.0. [3].

MNepeenaHne (B 0COGEHHOCTU U3ObLITOYHOE MoTpebneHune
NerkoycBanBaeMmblX yrneBojoB B TeYeHWe ASIMTENbHOro Bpe-
MEHW) — TOXe YacTas NpuyMHa runeprivkemuun. beictpoe Bca-
CbIBaHWeE IMIOKO3bl B KMULLEYHWKE MOBLILIAET YPOBEHb IOKO3bl
B Nna3mMe KPOBM W MpeBbILAET BO3MOXHOCTU renatoLmToB
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Puc. 5. lNocneacteuns runeprivkeMmnu
Fig. 5. Consequences of hyperglycemia

| Bo3MOKHble NOCNeACTBUSA rMNEPrIMKEMUU

!

|

| MneprnMkeMmMyecKnin CUHAPOM |

| Mnepramkemmnyeckas Koma

CTOMKOE NOBbILWEHWE KOHLEHTPALMK MoKo3bl 40 190-210 mr%
(10,5-11,5 mmonb/n)

YTUIM3MPOBAThL ee B MNPOoLECCe MUKoreHesa. M36bITOK nuwm
C BbICOKMM COJepXKaHWeMm YrneBOLOB YCUIMBAEET UKOreHo-
/N3 B renaroumtax, NoTEHUMPYs pa3BUTUE rUNepriMkeMun [3].

Mpn HapyweHun OYHKLMM NEevYeHU MOXKEeT BO3HUKaTb
npexoasLas runeprivkemMus nocne npuema nuwu. 31o oby-
CNOBJIEHO HECMNOCOBOHOCTbIO MenaTtounToB GbICTPO MNpPeBpa-
WwaTh OKO3Y B [MUKOreH [3, 5].

MposiBneHnsa runepraimkeMuun
fMneprnnkemMusa NpPoSBNAETCH TUNEPTTIMKEMUYECKUM CUH-
LPOMOM U TUNEPIIIMKEMUYECKON KOMOW (puc. 5) [1].

rmnepramkemMuyecKkmi CUHAPOM
TunoBas ¢opma nartosorun yrneBogHoro o6MeHa,
B OCHOBE KOTOPOW JIEXUT CTOMKOE MOBbIWEHWE KOHLEHTPa-
LMK TIIOKO3bl B MNa3Me KPOBW, YTO MPUBOAMUT K PacCTpom-
CTBY XMU3HeledATeNbHOCTM opraHnama [1, 3].
MposiBneHus runeprinkeMmM4eckoro cMHapomMa:
®  [JIIOKO3YPUS KaK pesynbTat rmneprinkemMuu;
®  M0JIMYPUS BCNELCTBMUE MNOBLIWEHUSA OCMOJIASIBHOCTU MO4YU
W yBEIMYEHUSA KINyOOUYKOBON UNbTpaLMK, YMEHbLUEHKS
KaHanbLeBOW peabcopbLumn BOAbI;
® MOJIMAUNCHKA, Bbl3blBaemasi YCUJIEHHOW XKaw4on Bcrea-
CTBUE NOJSINYPUK;
* runorugpaTtaumns opraHuama B pesysnsrarte noauypuu;
e apTepuasnbHas ruMnoTeH3us, o6yclioBJEHHasA TMNOBONe-
MUEN KaK peaynbraT runorugparauuum opraHusama U
YMEHbLUEHUSA CepAeYHOro Bbibpoca Kposu [3, 5].

r'mnepramkemmnyecKas Koma

[MnepramkemunyecKas (FVII'IepOCMOJ'IﬂpHaﬂ HEeKeToalun-
,U,OTVI‘-IGCKa‘r'I) KOMa Yy [eTen Yauie pa3BMBaETCs Npu caxap-
HOM anabeTe B pe3ynbraTte VIHch'IVIHOBOVI HENOCTaTO4YHOCTH.
[Mneprnnkemuma nNpuMBOAMUT K TMNEPOCMUU MNa3Mbl KPOBM.

Puc. 6. lepeKTbl pEPMEHTOB Y OCHOBHbIE TUMbI IMIMKOrEHO30B
Fig. 6. Enzyme defects and basic types of glycogenases

AedeKT pepmeHTa

[oBbllWEHNEe KOHLEHTpaL MK MioKo3bl 4o 400-600 Mr%
(22,0-28,0 MMonb/N) 1 6onee — NoTepst CO3HaHUS

HapacTtaHve ee OCMONIAPHOCTU MPUBOAMUT K YBEJIUYEHMIO
NPOHULAEMOCTH rMCTOremaTuyeckmnx 6apbepos, YTo 1 dop-
MUPYET KIMHUYECKUE MPOSABIEHUA runeprinkemun [1, 3].
YBennyeHne oCMONSPHOCTU Nna3mbl KpoBu 6osblie 310-
320 mocMonb/n y [eTen crapliero Bo3pacta Bbl3blBaeT
BbIP@XXEHHYI0 HEBPOJIOTMYECKYID CUMMTOMATUKY GOJIE3HM.
[na HOBOPOX/AEHHbIX XapaKTepHbl pa3BUTUE OTEeKa Mo3ra
W, KaK cnefcteue, yrHeTeHue LleHTpanbHOoM HepBHOM cucte-
Mbl, MOTEPS CO3HaHWHA, CyAOpPOrk, ceplevyHo-cocyaucTas
W [OblxaTesbHas HEeAOCTaTOYHOCTb BMJIOTb O OCTAHOBKM
[bIXxaHus.

MpUHUKMNbI yCTPAHEHUA TMNEePrIMKEMUYECKUX

COCTOSIHMM [3, 5, 6]

YcTpaHeHue NpUYMH TUNepPrimukeMnin aBASETCS rMaBHbIM
NPUHLMMIOM UX 3GPEKTUBHOIO NIEHEHUS.

IMIUKOrFEHO3

[MMKoreHo3 — TUNoBasa (HacneACTBEHHAs WAWM BPOX-
feHHas) dopMa naTonorun yrneBofHOro obmeHa; xapak-
TEPU3YeTCH HaKOMJIEHMEeM M3ObITKa [IMKOreHa B K/ETKax
opraHu3ma v runornnkemuen. [MMKoreHo3 conpoBoXKaaeTcs
HapyleHneM GYHKLKUA OpraHoB 1 CUCTEM opraHu3ma [1-3].

MpWUYUHBI MUKOreHO30B

[MpMynHa [MMKOreHO30B — MyTaluu FEHOB, KOTOpble
KOAMPYIOT CUMHTE3 GEpMEHTOB, y4acTBYIOLWMX B TMKOre-
HONM3e (pexe — CuHTe3e [IMKOoreHa). Yaule rMKoreHo-
3bl MMEIOT ayTOCOMHO-PELLEeCCUBHbIA TUM HacnefoBaHus.
HefocTaTo4HOCTb NPaKTUYECKM N1I0GOro depmMeHTa, y4acTBy-
jouero B Metabonmame rMKOreHa, MOXET Bbi3BaTb pas-
JIMYHbIE BapWaHTbl MMWKOreHo30B. AnddepeHuUnpoBKa ru-
KOreHo30B (No Knaccudukaunmn Kopu) npuBeaeHa Ha puc. 6.
[MMKOreH HaKannMBaeTcs NpPeuMyLLeCTBEHHO B renarto-

Tvn rnMKkoreHosa

[NoKo30-6-dbocdaTasbl

| (6onesHb Mpke)

Anbda-1,4-rnoKo3vaassl

Il (6onesHb Momne)

Amunno-1,6-rnoKo3naasbl

Il (6onesHb Kopwu)

D-1,4-rnoKaHo-a-rioKo3unTpaHchepasbl

IV (6onesHb AHgepceHa)

[MuKoreHdochopunassl MUOLIMTOB

V (6one3Hb Mak-Apans)

MMukoreHdocdopunasbl renatoLmUToB

VI (6onesHb Mpca)

docodornoKkomyTasbl

VIl (6one3Hb TomncoHa)

docdodpyKkTOMyTa3bI

VIII (6onesHb Tapym)

KnHasbl docdopunasbl B renatoyutax

IX (6onesHb Xara)



N MUouuTax. B cBSA3M C 9TUM NPU3HAKKM HapyLleHWUI 3aBUCAT
OT JIOKanM3aLnun noparKeHunsa n emaa depmeHtonatum [3—5].

OCHOBHbIM MPOSIBNEHMEM MEYEHOUHbIX FTMKOrEHO30B
B CBSI3M C HEBO3MOMXHOCTbIO GbICTPO MCMOMb30BaTb MMMUKO-
reH B Ka4yecTBe UCTOYHMKA IIOKO3bl CTAHOBUTCS TMMNOMInKe-
Mus. CnabocTb, MbllUEYHbIE CYyA0POrK U MUONATUS — OCHOB-
Hble NPOSIBNIEHUS MblLEYHbIX GOPM FTMKOreHO30B.

Tunbl rMUKOreHo30B

Hanbonee 4yacto y geten BCTpeYaloTCs MIMKOreHo3bl
I-IV Ttunos [1, 3].

nukoreHos | Tuna (6one3Hb MMpke). MNpuydmHa aton dop-
Mbl MaTONOMMU — MyTaLMU TEHOB, KOAMPYIOWMX CUHTE3
rNIOK030-6-dpocdaTtasbl (la TMn) n rMKo30-6-pocdatrpaHc-
nokasbl (Ib tvn). O6a depmeHTa yyacTBylOT B npouecce
rMUKoreHonnsa. 3abosieBaHME OObIYHO MPOSIBASETCH YKe
B paHHeM Bo3pacTe. Y aeter O6HapyKMBalT FUMOrInKe-
MU0, NaKTaTaunaos, rMnepannuaemMuio U renatomerasnuio.
[MnKoreHo3 |b TMNa 6AM30K N0 CUMMNTOMATUKE K la, ogHaKo
npu tvne Ib MoryT TakKe HabntgaTbCa HEMTPOMNEHUS U AUC-
PYHKUMS HenTpodumnoB. B opraHMame pasBuBaloTca Bblpa-
EHHble MeTabo/IMYeCKMe HapyLleHUsl, afeHOMbl MeYeHu
C nocnegylouwen ux ManurHusauuen, renatouenonspHble
KapunHoMbl. Mpu 6onesHu [MpKe ageHoMbl MOTyT NpoAayLm-
poBaTtb refncuanH, 4To ConpoBOXKaaeTcs aHeMuen. MNpu rmu-
KoreHo3se | Tuna HabnaanTcs HapylweHUs GYHKLMK NoYek,
noyeyHasi HeLOCTaTO4YHOCTb.

nukoreHos Il tuna (bonesHb [lomne). lNpuyinHa 3ToM
$OopMbl MaToNorMM — MyTauuu B reHe, KOAUPYIOLLEM CUH-
Te3 «-MMKo3naasbl (KMcnow Manbrtasbl). [JedeKT atoro
depmMeHTa NpUBOAUT K HaKOMIEHUID U3OblTKa [MMKOreHa
B JIN30COMax KJIETOK pas/iM4yHbIX TKaHeW, Hanboee 4acto —
B K/J€TKax MMOKapaa U CKeneTHbIX Mblwl,. [MrkoreHo3s Il Tuna
OTHOCSHIT K JINBOCOMHbIM 60N1€3HAM HaKoMneHus. 310 eanH-
CTBEHHbIN [MMKOreHo3, Npu KOTOPOM HapylleHWe MMUKOreHo-
Nn3a cBs3aHo ¢ gedeKTom nusocom. bonesHb Momne pac-
CMaTpMBaloT TaKXe M KaK HenpoMbllleyHoe 3abosieBaHue,
N KaK MeTabonnyecKyto MruonaTuio.

ukoreHos lll Tnna (6one3Hb Kopu, 6one3Hb Popb6ea).
[naBHOEe 3BEHO MnaToreHesa — HeAoCTaTOYHOCTb dEepMeEH-
Ta amuno-1,6-rnoKo3unaassl. B pesynsrate aToro B KiaeTkax
nopaKeHHbIX TKaHeWn HakanaMBaeTCs aHOMaNbHbIV TMKOMEH.
Y 60/blUMHCTBA MaUUEHTOB C rMnKoreHosom Il Tuna nopa-
aloTCs MblleYyHas TKaHb M nevyeHb (rukoreHos llla tvuna)
W TONbKO Y HEKOTOPbIX U3 HUX OPraHOM-MULIEHbIO ABNSETCA
neyeHb (rmMkoreHo3d lllb Trna). MNorNMKeMUs Npu AaHHOM
3ab60n1eBaHUN MEHee BblparKeHa, YeM npu 6onesHun [mMpke,
T.K. Ha pOHEe orpaHUYeHuns TMKOreHONIM3a COXPaHAETCS Mto-
KOHeoreHes. YacTtbiM nposiBieHnem 6onesHn Kopu y aeten
6biBaeT GMO6PO3 NeYeHu (LMPPO3 pa3BUBAETCH PELKO).

unkoreHos IV tuna (6os1€3Hb AHAepceHa) — penkoe
3ab6oneBaHne, B OCHOBE Pa3BUTUS KOTOPOrO JIEXWUT reHETU-
yeckun gedekt amuno-(1,4-1,6)-TpaHcrnoKo3nnasbl. Hapy-
lwaeTtca npesBpaweHue 1,4-cBA3en B MOJIEKYNEe [MUMKOreHa
B 1,6-CBSI3K, YTO M3MEHSIET BETBIEHNE MONEKY/bl Monunca-
xapuaa. Mpun aToM ob6pasdyeTcs aHOMasibHbIM MMUKOreH. 3ToT
FMWKOreH aKTUBHO HaKan/JIMBaeTCcs B KNETKax NeyeHu, cepa-
La, MblLWL, FOSIOBHOMO, CMMHHOIO MO3ra 1 KOXHK. MevyeHo4Has
dopma 60ne3Hu AHaepceHa NPoABASETCS Y AeTEN B NepBbIn
Mecsil, *M3HW. OCHOBHbIMK MPOSBAEHUSMW AAHHOM MnaTo-

NIOTUK CTAHOBATCA remaTtoMeranus M ocTpas nedyeHoyHas
HeJoCTaToYHOCTb. LIMpPo3 neyeHn NpuBoanT K CMEpTH, KaK
npasuo, 0 MATOro rofa *U3Hu.

JleueHue 60bHbBIX C INMUKOreHo3aMu

CoBpEMEHHbIMW MOAX0AAMM K NEYEHUIO BGONbHbIX C K-
KOreHo3aMu cyuTaloT ABa — TPaHCMAAHTAUMIO MEeYeHM
(0AHaAKO BHeENeYeHOYHble NPOSBAEHUS MTMKOrEHO30B MOryT
HUBENMPOBATb MpPeuMyLlecTBa TpaHCMAaHTaUuKn) M 3ame-
CTUTENbHYIO Tepanuio depmeHTaMu rnKoreHonmaa [3, 5, 6].

ATTIMKOTEHO3

ArnnkoreHos (rnukoreHo3 O-ro tuna) — tunosas ¢opma
naToforMm yrneBoaHoro o6MeHa, Kak npaBwuio, Hacnegyemo-
ro Wan BpoXaeHHoro reHesa [1, 3].

MpuunHa arnMKoreHosa — MyTaLMW FEHOB, KOAMPYIO-
LWKMX CUHTE3 DEPMEHTOB, Hanbonee 4acto — ypuanHandoc-
$aT-rnoKo30-rnmKkoreHTpaHcdepasbl (MMMKOreHCUHTasbl),
obecneynBaloLLIMX CUHTE3 [NIMKOreHa B KJeTKax. Hacne-
AyeTcs arIMKoreHo3 06bl4HO ayTOCOMHO-PELECCUBHO.

TUnuyHbIEe NPOABAEHUA ariMKoreHo3a:

°  aedUUMT UM OTCYTCTBME [IMKOTEeHa B KNeTKax (Mpeumy-

LLIeCTBEHHO B renato-, a Takxe B MMoLMTaXx);
®  3HayuTeNbHas rMNOrMKEMUS HaToLWaK;
® JlaKkTaTauuaos;
®  CyAdOpPOru CKENETHbIX MblLLULL;
®  AUCTPODMYECKME UBMEHEHUS B TKAHSAX M OpraHax;
® 3ajeprKa PUIMYECKOr0 WM MCHUXOMOTOPHOrO PasBUTUSA

(BNAOTb 40 YMCTBEHHOM OTCTANOCTH) pebeHKa;
® CYLECTBEHHblEe PAacCTPONCTBA KU3HEAEATEIbHOCTHU Opra-

HM3Ma [3, B].

FTEKCO3EMMWM

[ekcozemua — Trnosas dGopma NaTonorum yrneBogHoro
o6MeHa, XapaKTepuaylLwasnca yBeNUYEeHUMEM COAEPKaHUS
B KPOBW reKkcoas Bbille Hopmbl [1, 3].

Manakrosemusa (ranakTo3Hbih guader)

HacnencrtBeHHas dopMa ranakto3emMmn MMeeT ayToCoM-
HO-PEeLIECCMBHbIN TUM HacnegoBaHus. MoXeT UMeTb BPOXK-
OEHHOE MPOUCXOXKAEHME, KIIMHUMYECKME MNPOSBIEHUSA pas-
BMBAIOTCH Y HOBOPOXAEHHbIX Yepe3 HECKONbKO AHEW WK
Heaenb nocne poxaeHus [3, 5].

MpuYnHbl ranaKTo3eMuMu — reHETUYECKU OOBYC/IOB/EH-
Hbl AedeKT U/UnM HEeQoCTaTOYHOCTb IGPEKTOB hepMeHTOB
MeTabosiM3ma ranaktosdbl. B ¢BA3M € 3TUM B nia3Me KpoBM
Ype3MepHO HapacTaeT KOHLIEHTPaLMs ranakTo3dbl M ee MeTa-
60/11MTOB, OKa3blBaLWMX TOKCMYECKOE BO3AENCTBME HA HEPB-
HYIO TKaHb, NEYEeHb, MOYKM, KMLIEYHUK, KNETKM KPOBK. [anak-
TO3EMUS CBSiI3aHa C HapyleHuem MeTabonM3Ma ranakrosbl
BCNeACTBME HEAOCTATOYHOCTH Tpex GepMEHTOB — ranakTo30-
1-dbochatypuanntpacdepasbl (ranakrodemus | Tuna), ranak-
TOKMHa3bl (ranakrtodemus Il Tuna) u ypuanHaudocdat-ranax-
T030-4-3nnmupassbl (ranaktozemus Il Tuna). Bce atn pepmeHThbI
y4acTBYIOT B NpPEBPAaLLEHWM FanakTo3bl (BXOAAWEN B cOCTaB
«MOJIOYHOI0 caxapa» NaKTo3bl) B MOKO3Y. [1py HegocTaTo4HO-
CTW YKa3aHHbIX GepPMEHTOB B OpraHM3Me B M36bITKE HaKanu-
BalOTCA ranaKkro3a U ee MeTabonuTtbl (ranakro3o-l-docdar,
ranaktotMon u ap.). OHM OKa3blBalOT TOKCUYECKOE BUAHUE
Ha KETKM rOIOBHOIO MO3ra, NeYeHu, NoYeK.
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Y pgeten c ranakro3emMuen Mnpu pPoXKAeHUU MPU3HaKK
3ab051eBaHMA OTCYTCTBYIOT. CUMNTOMaTUKa O6HapyXMBaeTcs
npuv KOpMIEHUU pebGeHKa rpyaHbIM MOJOKOM MU MOMOYHbI-
MU CMECSIMU, COAEPXKalLMMK NaKkTosy. MNepBble NposiBAEHUS
HecneuMPUyHbl — CpbIrMBaHWS, 3aeprKKa B NpubaBKe Mac-
cbl Tena, anapes. MNoagHee MOryT NpUCOeaMHATLCS renaTto-
W/Unun renaTocnieHoMeranums, acuuT, runeponunmpybuHeMms,
NoBbILIEHWE aKTUBHOCTM NEYEHOYHbIX GEPMEHTOB B KPOBM,
HepeaKo runornukemus. lopakeHne neyeHu Npu ranak-
TO3EMUU — OfHa M3 BeayliMX MPUYUH CMEPTU, MOCKONbKY
yXKe B Te4eHWe NepBoro noayroaus K13HW HepeaKko pasBu-
BaeTCs ocTpas neyeHo4yHas HeJoCTaTOYHOCTb. TOKCUYecKoe
OENCTBME Ha HEPBHYIO CUCTEMY M36bITKA ranakrto3bl U ee
MeTab0/IMTOB BbI3bIBAET OTEK MO3ra, 3KCTpanupamuaHble
M MO3XE4YKOBble pacCcTponcTBa. HapyleHne CMHTETUYECKOM
GYHKUMKM KNETOK MeYeHM M TOKCMYECKOE MoparkeHue cre-
HOK KanuaasipoB MOryT CTaTb NPUYMHOM reMopparMyecKkoro
CUMHAPOMA. XapaKTEpPHO TaKKe pasBUTUE FeMOJSIMTUYECKOM
aHemMuKn BCneacTBMUE MOBPEXAEHUS MeMOpaH 3pUTPOLIUTOB.
O4HMM M3 MNaTOreHHbIX MPU3HAKOB ranakTo3eMUn SBNSA-
eTca yrHeTeHMe OGaKTepULMOHON aKTUBHOCTU NIEMKOLMTOB,
4YTO CNYKWUT DaKTOPOM puCKa pa3BuTUS cencuca. K KoHLuy
nepBoOro Mecsilia XM3HU B CBA3M C HAKOMIEHNEM B XpycTa-
JINKE OAHOr0 U3 MeTaboNNTOB ranakTo3bl — rafaktmrona —
MOXeT chopMMUPOBaTLCS KaTapakTa.

®dpyKTO3emMus, B T.4. BpOXKAEHHAsA

HenepeHoCUMOCTb PPYKTO3bl

XapaKTepu3yeTcs HeaoCTaToO4YHOCTbo depmeHTa GpyKTo-
1-dochaTanbagonasbl U HaKOMJEHWEM B KIETKax MeYeHw,
NnoYyeK, KuWeYHWKa un apyrux ¢pykroso-l-¢ocdarta [1, 3].
BcnegctBue atoro passuBaloTcd GPYKTO3ypus, HedocTa-
TOYHOCTb OYHKUMM nevyeHn M noyek. Adeduunt dpykTo-1-
dochaTanbgonasbl B renartouuTtax, KIeTKax KOPKOBOro
BelWeCcTBa MOYEK, 3HTEpoLMTax MPUBOAUT K HapyLUEHWIO
npeBpaleHns GPyKTO3bl B MMKOTEH MAW BKIIOYEHUIO ee
B 3HEPreTMYyecKMn UMKI. N36bITOYHOE KONMYEeCTBO pyK-
T030-1-pocdaTta yrHeTaeT TpaHCHOPMaALMIO TNIMKOreHa B
rMIOKO3Y, YTO MPUBOAMT K TMMNOMMKEMUU, a TaKkKe GpyKTo3e-
MWK U GpyKTO3ypun [3].
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3AKJ/IIOMEHUE

YrneBoabl — 06a3aTeNbHbIN U HAMOONEE EMKWUIA KOMMO-
HEHT Nuwu. OHM BKIOYEHbI MPAKTUYECKN BO BCE BUAbI 0OOMe-
Ha BeLeCTB: HYKNIEMHOBLIX KMCNOT (B BMAE pnbBO3bl U 1€30K-
CUpPKUB03bl), 6ENKOB (Hanpumep, rMUKONPOTEUHOB), TUMUAOB
(Hanpumep, MWKOAUNKUAOB), HYKNEO3nAOoB (Hanpumep, age-
HO3WHa), HyKneotTnaos (Hanpumep, ATG, AP, AM®), noHoB
(Hanpumep, obecneynBas 3HEPruen nx TpaHCMemMOpPaHHbIN
NnepeHoc U BHYTPUKIETOYHOE pacnpegenenue). Kak oauH
M3 OCHOBHbIX UCTOYHMKOB 3HEPrUM, yrneBoabl Heo6XoanMbI
ansa obecnevyeHns onTMManbHON XU3HeAeATeIbHOCTHU opra-
HM3Ma, B OCOBEHHOCTM AN QYHKLUMW HEPBHOW CUCTEMBbI:
TKaHb MO3ra MUcnonb3yeT NpMMepPHO 2/3 MOKO3bl, Haxoas-
Lencsa B KPOBOTOKE.

OnucaHo 60NbLIOE YUCNIO KOHKPETHbIX 60Ne3HeN,
naToNIOrMYECKUX PeaKLMMn M COCTOSIHUM, OCHOBY KOTOPbIX
COCTaBASAOT paccTpoincTBa MeTabonuama yrnesofoB. Bce
3T paccTponcTBa MOryT GbiTb 06beAMHEHbI B HECKObKO
TMNOBbLIX GOPM MNAToONOrMKU — TUMNOMIUKEMUU, TUNEPTTIUKE-
MWW, TNMKOreHO3bl, arfIMKOreHO3bl, FeKCO3- U MEHTO3EMUM.
3aboneBaHus, BXoAswMe B 3TW TPynMbl NaTtonoruu yrie-
BOAHOrO 06MeHa, UMetoT obLmne 3TMoNnorMyeckmne GakTopsl,
3BEHbsl natoreHesa M NposiBieHns. MMEeHHO OHW onucaHbl
B HACTOSILLEN NEKLNN.
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CUTYALIMOHHASA 3AJAYA K NIEKLIUM [3]
Y y4yeHuKa NepBoro Kiacca Ha ypoke GpuU3KybTypbl nocne

3abera Ha 100 M pa3BUIKCb NPUCTYN cnaboCTu U Cyaoporu,
KOTOpble KynMpoBa/iMCb CaMOCTOSATENIbHO. 3aTem 3TO COCTO-
SIHMEe MOBTOPSNOCH MpU GU3MYECKON Harpy3Ke B3PbIBHOMO
XxapaKtepa. YMepeHHble cTaTuyeckue dusnyeckue Hanps-
EHUS1 He BbI3biBaNM Nofo6GHbIX npuctynos. CoaepraHue
MIIOKO3bl Na3Mbl KPOBU M MHCYNMHA HaxOAWNOCb B npeje-

flax HOPMbI.
BOMPOCbHI
1. KakoBa HauGosiee BepoATHas NMpu4nHa NpUCTyrnos cra-

60cTv 1 cygopor?
KaKkne pekomMeHAaLMn MOXHO AaTb YHEHUKY?

TECTOBbLIE 3AAAHUSA K JIEKLIUMU [3]
lpumeyaHue. (5) — B KPyrblX CKOOKax psaoM ¢ BOMpo-

CaMN YKa3aHO 4YMCNOo NpaBUJIbHbIX OTBETOB.
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MneprnMkemMuio MoXeT Bbi3BaTb U30bITOK: (5)
ajgpeHanvHa

T3, T,

ITIIOKOKOPTUKOCTEPOUAOB

COMaTOTPOMHOr0 rOPMOHa

WMHCYNNHa

Ba3onpeccuHa

AOr

rNIOKaroHa

MioKo3ypua Ha6atopaertcs: (3)

npu caxapHom anabete

HecaxapHoM anaberte

rMnepocMonsipHon agnabeTnyecKom Kome
aNMMEHTaPHOMN rMNepPrnMKeMnm
rMnepaMnuaeMmm
runepnaxkratauuiemMmm

MaBHbIM 3B€HOM nNaTtoreHesa OCTPOW rMNOrIMKeMuu
asnsaercs: (1)

YrNeBOAHOE U 3HEPreTMyecKoe «rofiojaHue» HEeMpoHOB
rofI0OBHOIr0 Mo3ra

YrNeBOAHOE «rofiofaHne» MMoKapaa

rMNOOCMUS KPOBU

HEKOMMEeHCMPOBaHHbIN KETOALMA03

MpuumnHO NONUypPUK NpU rNneprankemun apasertcs: (1)
MWKpPOaHrnonaTns Noyek

rMnepriavkemums

KeToHemus

rmnepxonecrtepuHemMums

MoKoO3ypusa Npu HOpMaJibHOM COAEPKAHUMU TJIIOKO-
3bl B NJ1a3Me KPOBU Yy 6GO/IbHOro caxapHbiM guaée-
TOoM: (1)

MOXET ObITb

He pa3BMBaeTCs HUKOraa

K TMnoBbiM ¢popmam HapyLueHUs YrneBogHOro oome-
Ha OTHOCHT: (6)
caxapHbiv guabet
rMnepriavkeMmnm
TMNOTIUKEMUHM
rnoyeyHbln gnabet
rexkcosypuu
NeHTo3ypumn
anabeTnyeckme Kombl
TNIMKOreHO3bl
arnnKoreHo3bl

10)annMMeHTapHyo rMneprinkemMumio

7. OCHOBHbIMH NMPUYUHAMMU IMTUKOTFE€HO30B aBnfAloTcS: (3)

1) anumMeHTapHas runeprinkemums

2) penpeccusi reHoB, KOAUPYOLIUX CUHTE3 GEPMEHTOB MMn-
KoreHonusa

3) HapylweHWe cMHTe3a MKUKoreHa n3 rKo3bl B NEYEH!

4) HapylweHWe 3KCKpeL M MoKO3bl NoYKamu

5) MyTalLWKW reHoB, KOAMPYIOLWMX CUHTES GEPMEHTOB MNKO-
reHonusa

6) HM3Kas aKTUBHOCTb PEPMEHTOB MMUKOreHoIM3a

7) HU3Kasg aKTMBHOCTb MMKOTreHCHMHTETa3

8. OCHOBHbIMU NMPUYUHAMU arJIMKOreHO30B ABAAIOTCS: (2)

1) anumMeHTapHas rMnoriMKeEMUs Npu roiogaHnu

2) penpeccusi reHoB, KOAUPYOLWMWX CUHTES MMUMKOreHCUHTETa3

3) TOpPMOXKEHWe CUHTEe3a [IMKOreHa M3 aMUHOKWUCIOT B
neyexHu

4) rnoKo3ypus

5) HM3Kas 4yBCTBUTENbHOCTb PELLENTOPOB K «KOHTPUHCY-
NSPHbIM» FOPMOHaM

6) nofaBneHne aKTUBHOCTU IMUKOreHCUHTEeTa3

7) BbICOKas aKTMBHOCTb GEPMEHTOB MMMKOreHoNn3a
OTBETbI K CUTYALLUOHHOM 3AAYE [3]

1. Hawnbonee BEPOSATHO, YTO Y Masib4MKa pasBUICS [IUKO-
reHos (tun V, 6onesHb Mak-Apans). 3ToT TUN MUKOreHo-
3a XxapaKTepuayeTcs HeaocTaTovHOCTblo docdopunasbl
nonepeyvyHononocaTtbiX MbllWL, M MPOSBASETCS Mpexoas-
WMMKM 3nM304aMu UX cnaboctn u cygopor. ns OKOH-
YyaTeNlbHOro 3aKni4yeHnUs HeobXxoAMMO uccnepoBaHue
aKTMBHOCTM dpochopunasbl MUOLIUTOB.

2. Y4yeHuKy cnegyeT AaTb peKoMeHaaLnio nsberatb «B3pbiB-
HbIX» M TSXKENbIX PUBUYECKMX HArPy30K.

OTBETbI K TECTOBbIM 3AJJAHUAM [3]
1—1,2,3,4,8 2—1,3,4 3—1
4 —2 5—1 6—2,35,6,829
7—2,56 8—2,6
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