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PaccrpoiicTBa yriieBogHOro o0MeHa y aeTei: runorjJiuKeMus, FTMIeprinKeMust

Yaprakos A.K
acc. kaeIpbl TOCIUTAIBHOMN Tepanuu u
SHJOKPHHOJIAOTUN AHAMKAHCKUN IOCYyAapCTBEHHBIN

MCI[I/II_II/IHCKI/Iﬁ HHHUCTHUTYT

AHHOTaIII/Iﬂ: B cratuu onmcaHbl BHbI, IIPUYWHBI, KIIIOYCBBIC 3BCHBS IIATOI'CHC3A,
IIPOSABJICHUS THUIIOBBIX CI)OpM IIaTOJIOTHUH oOMeHa YIJIEBOJOB THUITOI''TUKCEMHU,
THICPriIMKCMHUH, TJIHWKOI'CHO3d, arJIMKOI'CHO3ada, I'CKCO3CMMHH. HpI/IBOI[HTCSI CUTyaluoOHHAasA

3aa49a U TCCTOBBIC 3aIaHHA C BAPHAHTAMH OTBCTOB.

KiaruyeBble cJioBa: TUIIOTTIMKEMUS, TUIICPTIMKCMUSA, TJIMKOICHO3, arJIMKOICHO3,

T'CKCO3€MHU.

Abstract: The lecture describes types, causes, pathogenesis key components,
manifestations of typical forms of carbohydrate metabolism pathology: hypoglycemia,
hyperglycemia, glycogenosis, aglycogenosis, hexosemia. A case problem and multiple

choice tests are given.

Key words: children, hypoglycemia, hyperglycemia, glycogenosis, aglycogenosis,

hexosemia.

BBEJIEHUWE

VYrieBoabsl UTrparOT CYHIECTBEHHYIO POJIb B POCTE U PA3BUTHU peOEHKA, SIBIASICH

00s13aTeNbLHBIM U Han00JI€€ 3HAYNTEIHLHBIM KOMIIOHEHTOM I, YuuteiBas BBICOKYIO
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WHTCHCHUBHOCTh METa0oJM3Ma B OpraHu3Me peOeHKa, aake HeOObIINE OTKJIOHCHHUS B
YTJIEBOJHOM OOMEHE MOTYT MPUBECTH K HAPYIICHUIO JAPYTHX BHJIOB OOMEHa BEIIECTB U

JOJIDKHOI'O o0ecIeyeHust KU3HCACATCIIbHOCTU OpPraHnu3ma.

['unornukemMuss 5T0 TUMOBas (opmMa TMATOJOTHUH yrjie- BOJHOTO OOMEHa,

xapakTtepusytomiascsi cHmxenueM ypoBHs ['TIK nuxe HopMmsbl (< 3,58 MMomb/m).

[locineAcTBUST TUIMOTVIMKEMHH Y peOEHKa BO MHOIOM OOYCJIOBJIEHBI OCOOCHHOCTSIMHU
yIJIEBOJHOTO OOMEHa YK€ B TMEpUOJi €ro BHYTPUYTPOOHOTO pa3BUTHUA, KOTJa
dbopMHUpOBaHUE U KUZHEIEATETLHOCTD I1JI0/1a CYIIeCTBeHHO 3aBucAT ot ypoBHs ['TIK ero u

€ro MaTcpu.

Cpa3y nocne poxaenuss koHueHtpauus [TIK y HOBOpOXIEHHOro cHukaercs, a
npuMepHO 4depe3 20-23 4 HauyMHAeT IMOBBIIATHCS M JOCTUTaeT HOPMAJIBHOIO JTHANA30HA.
D10 00YyCIIOBIEHO aKTHBAlMEeW (PEpMEHTOB TIJIMKOTEHOJIM3a M IJIIOKOHEOreHe3a. MHorue
3a00yeBaHUsl MU TMATOJOTMYECKHE MPOLIECChl MOTYT HAapyllaThb 3TH U JIPYTM€ MEXaHU3MbI

aJanTalldy yIJIeBOJHOT0 0OMEeHa Y HOBOPOXKACHHOTO.
IIpuYMHBI THNIOTIMKEMUH

['unornukeMus MOXeT HaOMIOAThCS y JIETEH yKe ¢ mep- BOM Hexenu >ku3Hu. Yare
BCEr0 OHA CBSI3aHA C HAJMYHMEM CaXapHOro nuabeTra y MaTepH, TSKEJIOW TMIOKCHUEN Ioja
Wi acHUKCUEH HOBOPOXKIACHHOTO. [ MIMOTIMKEMUs HEPEIKO BO3HUKACT y HEJOHOIICHHBIX
JeTel MpU Pa3BUTUU y HUX CEICUCA, KPOBOM3IMSIHUK B HAANOYEYHUKH, MOBPEXKICHUU
HEpPBHOU cucteMbl/B nanpHeliieM pa3BUTHE TUIIOTIIMKEMUH Y JIETEl MOXKET ObITh BBI3BAHO

MHOECTBOM NPHUYHH (puUC. 2).

VY nereit HEpeaKO BCTPEYAETCS HETOCTATOUYHOCTH 3P (HEKTOB (ePMEHTOB TITFOK030-6-
docdarasbl, TIMKOTeHCUHTETa3bl, GPyKT030-1,6-1udocdarazpl. IT0 TPOSBIAAETCS TAKEITKM

TOKCHKO30M, TUIOTIMKEMHUEH, JIAKTATaIA030M, renaToMeraiauei, KHAPOBOU

HH(i)I/IJIBTpaHHeﬁ IMCYCHU, CHKCHUCM COACPKAHUA I''IMKOI'CHA B I'CIIaTOUTAX.
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YacTtolf mpUYMHON TUMOTIUKEMHH SIBISIOTCS PACCTPOM- CTBA IMOJOCTHOTO W/WIIU
MeMOpaHHOIO MUIlleBapeHusl B KuilleuHuke. HegoctaTouHoe paciienyieHue J1IakTo3bl B TOH-
KOM KHIIIEYHUKE TPHU JIAKTA3HOM HEJOCTATOYHOCTH SBJS- €TCS MEXAHU3MOM Pa3BUTHS

CHHJIpOMa MajibabCcopOIInu.

['unornukeMuss MOXKET BO3HMKAaTh IpPHU HHTEPUTAX, MATO JIOTUU TOIKETYTOUHOU
&Kelesbl, CHHApoMe ManbabcopOrun.) [IpuynHbl HapylIeHUI MOJOCTHOTO MEepeBapUBAHUS
yriae  BOJOB  OOYCJIOBJIEHBI  HEIOCTATOUYHOCTbIO  IAHKPEaTHUYECKOM  aMMiiasbl,
HEJOCTAaTOYHBIM COAEPKAHUEM U AKTUBHOCTBIO aMUJIOJIUTUYECKHX (DEPMEHTOB TOHKOIO

KHIIICYHHKA.

Opnoit u3 Haubonee dYaCThIX MPUYUH THUIOTJIMKEMHH TMPH 3HIOKPUHOMATHSIIX
SIBIISIETCS HE0CTaTOYHOCTh ¢ dexToB TUNEPTIUKEMUZUPYIOIINX TOPMOHOB
COMaTOTPOMHOr0 (BCJIEACTBUE TOPMOMKEHHUS TIJIMKOTEHONM3a W TPaHCMEMOpPaH- HOIO
NepeHoca  TJIIOKO3bI),  TJIIOKOKOPTHUKOCTEPOUAOB  (TOpP-  MO3AT  TJIIOKOHEOTEHE3),
KAaTeXOJIJaMMHOB ~ (CHMXKAIOT  WHTEH-  CHUBHOCTb  IJIMKOT€HOJM3a),  THPOKCHUHA,
TPUHOATUPOHUHA (TOPMO3ST IITUKOI€HOJN3 B IeNaTOUTaX ), TJIFOKaroHa (M3-3aTOpMOXKEHUs
TJIIOKOHEOTEeHe3a M TJIMKOTEHOJIM3a) W/Wid U30BITOK 3(hQexkToB UHCyIuHa (mpu
TUMEPIUTa3ui WM aJeHO- M€ KJIETOK OCTpoBKOB JlaHrepranca, BpOXKIEHHOM THIIEPHH

cynuHu3Me, cuHapome bekBura Bunemana, nepeio3upoB K€ HHCYJIUHOM).
IIposiBjieHNs] THNOTJINKEMHUHU

Hawnbomnee dwacTeiMu CHEACTBUSMU THIOTJIMKEMUU SBIS- I0TCA (DopMuUpoBaHHE
TUIIOTIIMKEMUYECKOW PEaKIMK, TUIIO- TIIMKEMUYECKOrO CHUHJPOMA M THUIOINIMKEMUYECKOU

KOMBI (puc. 3).
I'unmornukemMu4yeckasi peakuus

I'mmornukemMuueckas pe€akuusa -3TO THUIIOBOC HW3MCHCHHUC YIIJICBOAHOTO O6MCHa,

KOTOPOC XapaKTCPU3YCTCA OCTPLIM BPCMCHHBIM CHMKCHHUCM KOHICHTPAIIUHU I''TFOKO3bI B
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IUIa3Me KpOBU HIKE HOPMbI. [IpHuMHaMy THUIIOTJIMKEMHU- YECKON peakluu MOTYT ObITh
MOCTIEPOAOBAas TUTIOTIIMKEMUST Y HOBOPOKICHHBIX, OCTpasi TUIIEPUHCYIMHEMUS Ha 2-3-€ CyT
OT HayaJla TOJOJAHMSA, NMPEXOAIasl BhIPa)KEHHAs THIIEPUH- CYJMHEMUS II0CIE HArpy3Ku

opraHu3Ma IIrK030# (IpH Yo TpedIeHUH OO0JIBIIOT0 KOJUYECTBa caxapa).
I'unorjmkeMu4ecKuii CHHAPOM

Oro 4yactas TunoBas (QopMa HapylleHHus YrieBojgHoro obme- Ha. OHa
XapaKTEPHU3yeTCs] yCTOMUMBBIM CHMXKEHHEM COJIEpKAHUs IJIIOKO3bI B IJIa3Me KpoBHU /10 3,3-
2,5 mmonsw/a [1, 3]) [IposiBrseTcst aipeHeprudecKUMU U HEMPOTEHHBIMU pac- CTPONCTBaAMHU
(puc. 4). AnpeHepruyeckve NPU3HAKK THUMO- TIMKEMHYECKOTO CHUHJPOMA CBS3aHBbI C
MOBBIIICHHON CEKpe- IMel KaTeXOJIAMHHOB, HEUPOTCHHBIE C HapylmIeHHeM (YHKITUH

LUEHTPaJIbHOM HEPBHOW CUCTEMHI [3].
IN'unoraukemMuyeckass Koma

['unornukemMuyeckas KomMa TumnoBas ¢opMa MaTo- JIOTUU YTIJIEBOJHOTO OOMEHa,
KOTOpas XapakTEPU3yEeTCs] YMEHBIICHHEM COJAEPKaHUS TIIFOKO3bI B IJ1a3Me KpOBH HIXKE 2,0-
1,5 mmonb/n), moTepeil CO3HaHUS BIPAKEHHBIMU PACCTPONCTBAMHU IKU3HENCATCILHOCTH
OpraHu3Ma, 4acTo MPHUBOISAIIMMHU K JetaiabHoMy mcxoay [1, 3]. KiodeBble MexaHU3MBI
TUTNIOTJIMKEMHUYECKO KOMBI [1]: HemocTaTtouHOE oOecrieueHue SHEPTUe HEMPOHOB U JIPy-
IMX KJIETOK Kak pe3ysnbTar AeduiluTa TIIOKO3bl M HENOCTaT- Ka KOPOTKOIEMOYEYHBIX
METa0O0JUTOB CBOOOJHBIX >KHPHBIX KHCIOT (ALIETOYKCYyCHOM M B-ruapokcumacisiHoi);
KETOHO- BbI€ T€JIa MOTYT 00€CTIeYUTh HEUPOHBI HYHEPTHEH /1axke B yCIOBUSIX TUIOTIIMKEMHH,
OJIHAKO 00pa3oBaHUE HTUX BEIIECTB B JOCTATOYHOM JUIsl DHEProoOECHedeHHs] KIIETOK
KOJMYECTBE BO3ZMOXHO TOJIKO Y€pe3 HECKOJIBKO YacOB, YTO MPU OCTPOU TMIIOTJIMKEMUU HE
MOXXET TPENOTBPATUTh BO3HMUKAIOIIMKA  JHEpProjgeduiuT, HapylUIeHHE TpaHCIopTa
a7IcHO3UHTPUPOCHOPHON KHUCIOTHI M €€ HCIOJIb30BAHUS;. IOBpPEXKACHUE MeMOpaH u

HEJI0CTaTOYHOCTh (DEPMEHTOB HEHPOHOB U JPYTUX KJIETOK OPTaHOB U TKaHEH; nucOananc
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BOJTHO-DJICKTPOJIUTHOTO OOMEHa KJIETOK: moteps kietkamu K+ u Hakomenue H+, Na+,
Ca2+; runepruparanus KJIE€TOK; HAPYUICHUS AJIEKTPOreHe3a KaK pe3yJbTaT MPeACTaBIICH-

HBIX BBIILIE pacCTPOMCTB [3, 5].
I'MNEPTJIMKEMMUS

['uneprnukemus  TUmoBas (¢opMa  TATOJIOTHMH  yIJIEBOJA- HOro  oOMeHa,
xapaktepusytouasicss nosbiieHueM ypoBHsi ['TIK Beime HOpmBI (O07€e 6,5 MMONB/I

HaTomak u oosee 8,9 MMOIb/1 B Mt000€ BpeMs cyToK) [1, 4, 5].

IIpu4uHbBI rUNEPriaMKeMUun

[lpyuriHAMY  TUNEPTIIMKEMUU  SIBISIOTCS  DHJIOKPUHOTA- THHU, HEHPOTCHHBIC
paccTpoiicTBa, TMCHUXOTeHHbIE (QOpMBI TATOJOTHHU, TEpeejaHue, MaToJIorus TedeHu. B
HEOHATAJbHOM TIEPUOJIC€ THUMEPTIMKEMUU BCTPEUAIOTCS 4Yalle, YeM TUIOTIUKEMUHU.
'unepraukemust oOHapyxuBa etcsi y 20-80% ri1yOOKOHEIOHOIIEHHBIX HOBOPOXK/ICHHBIX.
DHJIOKPUHOMATUU YacCTO OKa3bIBAIOTCA MPUYMHOW THUNEPTIMKEMUM BCIICACTBUE H30BITKA
3b(dEeKTOB rUMep- TIUKeMH3UPYIOIMIMX TOPMOHOB W/WiuM  AeduIUTa HWHCYJIWHA.

FI/IHOI/ICYJII/IHI/ISM BbI3bIBaA aT

TUIEPIIIMKEMHUIO TPH CcaxapHOM JaualdeTe Kak pe3yibTaT YMEHBLIECHUS YTWIN3aLUu

I'IFOKO3bI KIICTKAMH, YCAJICHCB CIIMPKOHCOTCHEC3a U AKTHBAITUHU TI'NIMKOT'CHOJIN3a (1, 3)

[Ipu HapymieHnn (GyHKUUU MEYEHU MOXKET BO3HUKATh MPEXOAAIasi TMIEepPrIMKEMHUs
nocJie mpuemMa Mnuuy. ITo 00y CIOBJIEHO HECHOCOOHOCTBIO I€NaTOUUTOB OBICTPO MpeBpa

1IaTh TJIFOKO3Y B TJIMKOTEH [3, 5.
IIposiBjieHUsI TUTIEPTIUKEMUH

TunoBas hopma maToa0TUM yIriIeBOJHOTO OOMEHA, B OCHOBE KOTOPOH JICKHUT CTOWKOE
MOBBIIIICHUE KOHIIEHTPA- IIUU TJIIOKO3bI B IJIa3ME€ KPOBH, UTO MPUBOJUT K PACCTPOU-CTBY

YKA3HEIESITENbHOCTH opranusma [ 1, 3].
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* [IposiBieHuUs: TUNIEPIIIMKEMHYECKOTO CUHIPOMAL!
* ['1r0K03ypust Kak pe3yJibTaT TUIEePrIIMKEMUN;

° HOJII/IypI/IH BCJICACTBHUC IIOBBINICHUA OCMOJIJIBHOCTH MOYM MW YBCIIMUCHUA

KJIyOOUKOBOM (hUIIbTpALIUM, YMEHBIIICHUSI KaHAIBIIEBOU peadcopOLu BOIbI,
* [lonunurcusi, BeI3bIBaeMasl YCUICHHOM Kax 101 BCIe ] CTBUE MOJTUYPUH;
I'mnepriimkeMuyeckasi Koma

['uneprivikemMuyeckasi (FUIEPOCMOJISIPHAST HEKETOALM- JOTHYECKas) Koma y JAeTel
yaile pa3BUBAETCA MPU caxap- HOM JuadeTe B pe3ysibTaTe HHCYJIMHOBOM HEAOCTATOYHOCTH.
[MunepravkeMust TPUBOJUT K THIIEPOCMUHM TUIa3Mbl KpoBU. Hapactanue ee ocMOIsIpHOCTH
OPUBOJUT K YBEIMUEHHUIO MPOHMIIAEMOCTH THUCTOTEMaTHYEeCKHX OapbepoB, 4uTo U (op-
MUpYET KIMHUYECKHUE MpOosBieHUs runeprivukemuu [1, 3]. YBenuueHue OCMOISIPHOCTH
mwia3Mbl kpoBu Oosbiie 310- 320 mMocMOnbB/a y JA€Teld CTapliero BO3pacTa BbI3bIBAET
BBIPDAKEHHYIO  HEBPOJIOTMYECKYI0 CHUMIOTOMATHKY OoJyie3HH. [l HOBOPOXKIEHHBIX
XapaKTEpHbl pa3BUTHE OTE€KAa MO3Ta W, KakK CJEICTBHE, YTHETEHHUE LEHTPAIbHON HEpBHOU
CUCTE- Mbl, IMOTEps] CO3HAHMUS, CYJIOPOTH, CEpACYHO-COCYJIUCTass U JbIXarejbHas

HCOOCTAaTOYHOCTD BIIJIOTH 10 OCTAHOBKH AbIXaHU.
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