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PACCTPOMCTBA YIJIEBOJHOI'O OBMEHA Y JETEM

Yapmaxos. K. 4, Yapmaxkos. /[.K, apmaxoea. X. X, Yapmaxos. A. /]
AHOudICancKull 20¢y0apcmeerHblil MeOUYUHCKUL UHCIUNLYM.

B craresl omucaHEbl BUABI, IIPHUYHHBI, KIIOYCBLIC 3BCHbA MATOI'CHE34,
IIPOABJIICHUA THUIIOBBIX (l)OpM IIaToJI0Irun 06M€Ha YIJICBOAOB — TI'HIIOITIMKCMUH,
THIICPTIIMKEMHU, TJIMKOI'CHO34, Ar'JIMKOI'CHO34a. T'€KCO3€Ma . HpI/IBOJISITCSI
CUTyallMOHHAas 3a/lada U TCCTOBLIC 3a/IaHWA C BApUATOM U OTBCTOB .

Kuarouenie ca0Bo: TUIOTJIMKCMUA, THUIICPIIIMKCMHU:A, T'NIMKOI'CHE3, Al'JIMKOI'CHE3,
T'€KCO3€EMUA .

The lecture describes types causes pathogenesis key companents manifestations
of typical carbohydrate metabolism pathologs : hypoglycemia hyperclicemia
glycogenosis aglycogenosis hexosemia. A case problem and multiple choice tests are
given.

Key words: children hypoglyecemia, hyperglycemia,  glycogenosis,
aglycogenosis, hexosemia.

BBEJAEHUE: YrneBoasl UrparOT CYIIECTBEHHOM POJb B POCTE U Pa3BUTHE
pebeHka, SIBISACH 00s3aTEbHBIM U 3HAYUTEIHBIM KOMIIAHEHTOM ITHUIIIH .

YuMTBIBasi BHICOKYIO HHTEHbCUBHOCTh METOOAJIM3Ma B OpraHu3Me peOeHKa Jaxe
HEOOJIBIITNE OTKJIOHEHHSI B YIJIEBOJIOM OOMEHE MOT'YT MPUBECTH K HAPYIICHUIO IPYTUX
BHUJIOB OOMEHa BEIIECTBO U JIOJDKHOTO ~ O0ECIIeUeHUs  KU3HUJEATEIbHOCTH
Opranusma .

I'unmornMkeMu4YeCKUd CHHAPOM

Eto dacras TumoBas ¢dopma HapymieHus — yrieBogHoro — oOmena. Ona
XapaKTEepU3yeThCsl YCTOMYUBBIM CHIXKEHUEM COAEP KaHUS TIIOKO3bl B IUIA3ME KPOBBI
10 3.3 — 2.5 mmoub/ 11 .

[IposiBnsiercss  aApeHEPrMYECKMM U HEUPOr€HHBIM  PACTPOMCHBOMU
AJZIpEHEPruuecKuil MPU3PAKA THUIIOTJIMYECKOTO CHHJIPOMA CBS3HBI C TMOBBIIIEHHON
CEKpEIU KaTeXaJJOMUHOB HEUPOTEHHBIC — C HAPYIIEHHbIEM (DYHKIIMI 1EHTPaIbHON
HEPBHOU CHCTEMBI .

IIpesiBjieHUs1 THIOTIMKEMUH
HauGonee yacTHBIM CHEACTBUSMH THUIIOTJIMKEMUH SBISIETCS (apMUPOBaHHE
TUTIOTJIMKEMUYECKOM peakuuu ,TUTIOTJINKEMUYECKOTO CHUHJIpOMA u
TUITOTIMKEMAYECKUH KOMBI.
I'mnorimmkeMuveckass KomMa

lNunornukemuueckasi koMa — TunoBas ¢Gopma MaToJOTHH YIJIeBOAHOTO OOMEHa

KaTopasi XapaKTEepU3yeTbCsl YMEHBIIEHUEM COJIEpKaHMs B IJIa3Me KpoBbl HUkE 2 .0
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— 1.5 mmuns/ 1 Ilorepeil  co3HaHUST U BBIPAKEHBIMU PACCTPONCTBOMHU
KU3HBLACATEIBHOCTHA OPTTTHU3MA . 4YaCTO MPOBOASIIEMHU K JIETAIIBHOMY HCXOJY.

KntoueBpie ~ MeXaHM3Mbl  THNOTJIMKEMUYECKOM  KOMBI  HAaJOCTOTOYHOE
oOecriedeHusT CHEpPrueil HeWPOHOB M APYTHX KJIETOK KakK pe3ysibTar aeduiura
[JIFOKO3U U HeJlacTaTKa KOPOTKOIIETIEYHBIX METOOATUTOB CBOOOHBIX KHPHBIX KUCIOT
(a1IeTOyKCyHOUM U THAPOKIIUMACIISIHON );KETOHOBBIE T€Ja MOTYT O0€CIIEUUT HEUPOHBI
€HEeprbleil Jake B YCIIOBbSI THUIIOTJIMKEMHUN OJIHAKO OOpa30BaHHE €THX BEIIECTBO B
JIOCTAaTOYHOM JJISi €HEProoOecIieueHusl KJIETOK KOJUYECTBE BO3MOXKHO TOJIBKO
HECKOJIBKO YaCOB .

IN'unornukemMuyekass peakuus

['umornkemuyekas peaknuy — €TO THUIIOB U3MEHEHHE YTIEBOAHOTO OOMeHa
KOTOPO€ XapaKTEPU3YETCSI OCTPHIM BPEMEHHBIM CHUKEHEM KOHCEHTPALIUU TJIFOKO3bI B
J1a3Me KPOBBI HUKE HOPMBI . [[pruunHaMu TUIOTIIMKEMAYECKON pEeaKIui MOT'YT OBITh
MOCTIEPOAOBAas TMIOTIIMKEMUSI Y HOBOPAXKIUOHBIX OCTpasi TUNEPUHCYJIUHEMHUS HA 2—
3, € CYTKH OT Ha4JI0 FOJIOAAHUS MPEXOsias BEIPAXKEHHUS TUIIEPUHCYJIMHEMHUS TIOCIIEe
HArpy3KH OpraHu3Ma III0K030M( Tpu onmoTpeOIeH s O0IBIIIOr0 KOJTUYECTBO caxapa).

['umornukemus — ero TunoBas ¢(opMa MATOJOTUW YIIEBOAHArO OOMeHa
xapakTepusyromucs cHrkenrneM ypoBbHs ['TIK Huxke HopMbI (< 3.58 MMOIB/N) .

[TocnencrBus TUIIOTJIMKEMUAN Y pebeHKa BO MHOTOM OOYCIIOBJICHBI
OCOOCHHOCTBSIMU YTJIEBOJIHOTO OOMEHa YK€ B TNIEPHOJI €ro BHYTPUOTPOOHAOTO
pa3BUTUS Korja GopMUPOBAHUS U )KU3HUICSITEILHOCTHI I1J10/1a CYIIIECTBEHHO 3aBUCST
ot ypoBHs ['TIK ero u ero matepuu [Ipu etom y miioza eme He AeddhepeHIIUPOBAHHBI
(hepMEHTHbBIE CUCTEMbl YYACTBYIOIIHNE B pelU3ally TJIFOKOHETeH3a U TIIMKOr€HOJIN3a .
JlnutenbHas HEMOCTATOHO JOCTAaBKa TIIFOKO3BI M0y 00YCIOBIMBAET KOMILJIEKCHHE,
M3MEHEHS B €€ MEeTO0aIu3Me BIUSIONINE HAa POCT M PAa3BUTHS TUIOJA a TAKKE MOMKET
MMETh HENPEACKA3YEMUE MTOCIEACTBUS B IMOCIEIIOIIEM.

Cpasy nocne poxnaenuss koHueHtpaus ['TIK y HOBOpakaeHOro CHUXaeTbes a
npuMepHO uepe3 20 —23, HauMHAET MOBBIIIATCS U IOCTUTACT HOPMAJIBLHOTO, TUOTa30Ha
€TO0 OO0YyCIIOBJIEHO aKTUBalue ¢(HEepMEHTOB TIJIMKOIEHONHM3a U TJIYyIOKOHEOTeH3a,
MHOTHE 3a00JIeBaHNE U TATOJIOTUYECKHUE, MPOIECChl MOT'YT HApyIIaTh €TH U APYTrue
MEXaHU3MBbI aIaNTAINH YTIIEBOJHOTO 0OMEHA Y HOBOPOXKEIEHHOTO.

I[IpuyMHBI UNOTIHUKEMHUHU

l'unornukeunst MOXKeT HaOMIOIATHCS y IETEH yKe ¢ MepBOM Helelnu ku3nu . Yare
BCEro OHAa CBS3bHO C HAIMYMEM CAXpPHOro Juabera y MaTepHuH TSKEIOH TMIOKCUEH
o/la Wik acpuKcuerd HOBOPOXKJICHHOro. ['MMOrauKeMuss HEpEIKO BO3HUKAET Yy
HEJIOHOLLIEHBIX JIETEW NIPU Pa3BUTHS Y HUX CEIICHCA, KPOBOU30JIOHHUS B HAINIOYECUHUKH
MOBPEXICHU HEPBHOU CUCTEMBI. B JaHEeHIleM pa3BUTHE, TUIIOTIIMKEMUE Y JETEN
MOXET OBITh BBI3BAHO MHOECTBOM MpPUYUH. [[prynHaM runorinkeMuu TakKe MOTYT
CTaTh YMEHILEHHE TPAHCIOPTA TJIIOKO3bl B TEMOTOLUUTH, U3 KPOBU HEAOCTATOHAS
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aKTUBHOCTh B TE€MATOLMTaX TITMKOr€H3a U OTCYTCTBUE WM CHHXKEHHOE, COJIEpPKaHHE
B HUX JICTIOHUPOBAHOT'O ITUKOTEH.

YacTtolf mpUYMHOM THIIOTJIMKEMH SIBISIETCS PACTPOIMCTBO IMOJOCTHOIO W /WM
MEMOpPaHOr0 MUIIEBAPEHUS B KHUIICUHUKEYHOCTU SIBISIETCS, MEXaHU3MOM Pa3BUTHS
CUHJIpoMa MajibadbcopOunu. OHON U3 HauboIee YaCTHBIX PUUUH FMIIOTIMKEMUH IPU
€HJOKPHUHOMATUAX SAJII€TCsl HEJaCTaTOYHOCTh €()EKTOB, TMIEPrIUKEMHU3UPYIOIINX
TOPMOHOB --- COMOTOTPONHOrO ( BCIIEACTBHE TOPMOXKEHHS TIJIMKOTE€HOJIO3M3a U
TPaHCMEMOPAHOT0 MEPEHOCA IITIOKO3BI ).

['mykokapTUKOCTEpOUIOB (TOPMO3SIT IITIOKOHET€H3a ) KATEXAJIOUTHOB (CHUXKAIOT
MHTEHCUBHOCTh  IJIMKOI'€HOJIM3a )TUPOKCHMHA TPUHOATUPOHHMHA (  TOPMO3ST
INIMKOrEHOJIM3a B remaronurax). YTo mnpu OCTPOW THUIOIIMKEMHUNA HE MOMKET
npenaTBapur. Bo3Hukaromme eHeprogeuuuT HapylLIeHUE TPaHCIIOpTa
aneHO3UHTPO(DOCHOPHON KUCIOTHI €€ N3MOJI30BOHUS ;

1.IToBpexxaeHre MeMOpaH M HEJOCTATOYHOCTH (DEPMEHTOB HEHPOHOB U APYTUX
KJIETOK OpPraHOB U TKaHEH .

2.JlucGanaHc BOTHO—EIIEKTPOIUTHOTO OOMEHa, KJIETOK moTeps kietkamu K u
nakorienns H, NA, CA, runeprujaparaTius KJIETOK.

3.HapymeHns  emeKTporeHe3a Kak pe3yiabTaT  NPEJAaTaBICHUX  BBIIIE
PacCTOMCTBO.

I'NMIEPI'JIMKEMMUA

['uneprnvikemus — TUOOBas QopMa NATOJOTMH  YIJIEBOAHONO OOMEHa,
xapakrepusymoueiics nossiuieHrneM ypoBHs ['TIK Beie Hopmsbl (Gonee 6.5 Mmob/i
HaTOILAK 1 Ooisiee 8.9MMOIIB/1 B 1H000€ BpEMUSL CYTOK.

IIpu4uHbl rUNEPriIuKeMuH

[Ipuunnam TUNEPIIIMKEMUN  SBISIIOTCA  €HIOKPUHONATUM HEWPOTreHHbIE
paccTpoiCTBO, MCUXOTeHHBIE (HOPMBI TATOJIIOTUU TIEPEETaHUE TATOIOTHUS IEYCHH.

OCHOBHOM €€ NMPUYMHOM ABIIAETCA M30MTOYHAsE MH(Y3Us .0COOEHHO CTpYyMHas
KPHCEHTUPUPOBAHBIX PACTBOPOB TJIIOKO3bl. EHJOKPUHOMATHI YAaCTO OKa3bIBAIOTCS
NPUYMHON TUINEPIIIMKEMHUHN BCJEICTBUE M30UTKAa €()EKTOB THIEPIMKEMU3HUPYIOIINE
TOPMOHOB M /WIM JAepUUUTA HWHCYJIWHA. [ UNEpriukeMuss MOXKETb BO3HUKHYTH
BCJIC/ICTBUE TMIIEPCEHCUTH3aLMs M YBEIMYEHHS YKCIIA PECENTOPOB K FOPMOHAM Y
KJIIETOK MHIICHEH. ['MIIOMHCYIMHU3M BBI3BIBAECT THIEPIIMKEMHIO IIPU CaxapHOM
nuabere Kak ~— pe3yJbTaT  yYMEHIIEHUS  YTUIU3ALMHUIITIOKO3BI YCHJIEHUS
TJIFOKOHEOI€HEe3a M aKTUBALMU TJIMKOIE€HOJIN3A.

[Ipu nHapymienun  (QYHKIMM TE€YEHUHM  MOXKET  BO3HHMKATh MPEXOSILS
TUIEPIIIMKEMUS  TIOCIIE npuemMa numK ETo 00yclOBiIEHO HECIOCOOHOCTIO
rernaToLUTOB OBICTPO MpEBpallaTh INIIOKO3Y B IJIMKOTEH .

IIposiBiIHUS THIEPIIINKEMHHU
I'uneprivkemuss  nposiBIaeTCA TMIEPIVIMKEMUYECKHA ~ CHHJIPOMOM U
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TUIEPTIIMKEMAYECKON KOMOM .
I'mnepriamkeMu4ecKud CHHAPOM

TunoBas gopma MaTtoja0ruu yriieBOJHOIO OOMEHAa B OCHOBE KOTOPOMW JIEKHUT
CTOWKOE MOBBIIIEHNE KOHIICHUPALMH TJIFOKO3bl B IUIa3M€ KPOBH, YTO MPOBOAMT K
PacCCTPONCTBY KU3HIEATEILHOCTh OPTaHU3MA.

[IposiBieHUs] TUNEPTIMKEMUYECTOIO CUHAPOMA.

o[ JIFOKO3YypHsl KaK pe3yJbTaT TUIEePIIIMKEMUS ;

ellonmuypusi BcieACBUE NOBBIMIEHUS OCOMOJISIBIIHOCTU MOYM U YBEIUYEHUS
KJIIyOOUKOBOM (UIbTpalus ,yMEHbIIIEHUS KaHATIbIIEBON peadbcopOIuu BOIbI.

el lonmuauncusi, BeI3UBaeMasi yCUJIEHHOU JKaXK10U BCIEACTBUE MMOJUYPHUH .

el unoruaparaTcusi Oprannu3Ma B pe3yJibTaTe NOJUYPHUH ;

e AprepualibHasi TUNOTEH3UsA, OOYCJIOBIICHHAsl THUIIOBOJIEMHUEHM KakK pe3yJTaTb
TUIOTUAPATACHS OPraHu3Ma U YMEHbILIECHHS CEpJICYHOr0 BHIOPOCa KPOBH .

IN'unepraukemMuyeckass Koma

['uneprivkemuyeckas (TMIepOCMOJIIpHAs HEKETOALMIOTHYECKAsl )KOMa Yy IeTei
qaiie pa3BUBAeTCs IMPU caxapHOM Jaua0eTe B PE3ysbTare WHCYJIMHOBOM
HEJOCTaTOYHOCTU . THUIEPTIMKEMHUs] MPOBOJUT K THUIEPOCMUU TUIa3Mbl KPOBH.
Hapactanuss ee OCMOJSPHOBTH NPOBOAUT K YBEIMYEHHIO IPOHUIIAEMOCTH,
TUCTOTEMaTHYECKUX O0aphepoB, YTO U (QOPMUPYET KIUUYECKUNU TMPOSBICHUS
TUIEPIIIMKEMUAN. YBEIMYEHHUS OCMOBSIPHOCTH IUIa3Mbl KpoBbl Oombmie 310—
320MMOITB/TT y AETEH CTapIIero BO3PacTO BHI3UBAET BBHIPAKCHUIO HEBPOJIOTUUYECKYIO,
CUMTOMATHKY OOJIe3HHU.

JI1si HOBOPOXKJIEHHUX XapaKTEpHbl PA3BUThIE OTE€Ka MO3ra M KaK CJIEACTBUE
VTHETEHUsI IIEHTPAJbHOM, HEPBHOM CHCTEMBbl IMOTEpsl CO3HAHUS, CYAOpPOTH
CEepANYHO—COCYUCTAs U JbIXaJIETbHHASI HEIOCTATOYHHOCTh BIUIOTH O OCTAHOBKHU
JIBIXAHUS .

3akiouenue

VYrneBogsl — 00s3aTebHBIA W HanOojiee EMKUH KOMIOHEHT mumu. OHu
BKJIFOUEHBI MPAKTUYECKH BO BCE BU bl 0OMEHA BEIIECTB: HYKJIEMHOBBIX KUCIIOT (B BUJIE
pub0O3bl W J1€30KCUPHUOO03bI), OCENKOB (HAampuMmep, TIUKOMPOTEHHOB), JUMHUIOB
(Hanpumep, TIIMKOJIHWMIUAOB), HYKJICO3UJIOB (HAIpHUMEpP, aJCHO3WHA), HYKICOTHJIOB
(manpumep, ATD, AI®, AM®D), uoHoB (Hampumep, odecreunBasi €HEpruen Hx
TPAHCMEMOPAHHBIN MEPEHOC M BHYTPHUKJIETOYHOE PpACIPEACIICHHs ). KaK OJUH U3
OCHOBHBIX HCTOYHUKOB €HEPruu, YrieBOoAbl  HEOOXOAMBI [Jisi oOecreyeHus
ONTHUMAJIbHOM KU3HEAEATEIBHOCTH  OpraHuM3ma, B OCOOEHHOCTb ISl (YyHKUIUU
HEPBHOM CHUCTEMBI: TKaHb MO3Ta UCIIOJIb3YeT MpUMEPO 2/3 TIIFOKO3bI, HAXOSIIECS B
KpPOBOTKE.
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