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fvnorankemun B nepmroAe HOBOPOXXAEHHOCTU ABAAIOTCA OAHOM U3 AKTYaAbHbIX r|p06/\eM AETCKOM 9HAOKPHUHOAOIMH. OcCHOBHble
q.)aKTOpr, NPUBOASILLME K HAPYLIEHUIO TOMeOoCTa3da YrA€BOAOB, B LEAOM U3BECTHbI, OAHAKO BOMNPOCHI HEOHATAAbHbIX TMNOrAUKEMUI
NMPOAOAXAIOT aKTMBHO U3Yy4aTbCs. B nocaeaHue roasb NCCAEAYETCH BAMAHNE HU3KOIO YPOBHS IFAIOKO3bl KPOBM Ha HeVIpOHbI FOAOB-
HOro Mo3ra, AUCKYTUPYIOTCA BOMPOCHI MOHUTOPUHIA FTAUKEMUN B MEPBbLIE AHU XKXU3HU, O6Cy)KAaeTCﬂ TaKTUKa BE€AEHUA HOBOPOX-
A€HHbIX C TMNOrAMKEMUYECKMM CUHAPOMOM.
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Hypoglycemia in the neonatal period is one of the urgent problems of pediatric endocrinology. The main factors that lead to dis-
ruption of carbohydrate homeostasis are generally known, but the issues of neonatal hypoglycemia continue to be actively stud-
ied. In the last few years, the effect of low blood glucose on brain neurons has been studied, the issues of glycemia monitoring in
the first days of life have been outlined, and strategies for managing newborns with hypoglycemic syndrome are being discussed.
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BBeaeHue

I'moko3a sIBsIeTCS] OCHOBHBIM MCTOYHUKOM SHEP-
I'Uu 1151 HeHTpanbHo#t HepBHOI cucteMbl (LITHC) yxe ¢
repuona BHyTpuyTpoOHoro passutus. [Ipumepno 90%
[JIFOKO3BI, IIUPKYJIUPYIOIIEH B KPOBH IUIONA, YIACTBYET
B OKMCJIUTEJIbHBIX OMOXUMUYECKUX PEAKIIUSIX B TKAaHU
Moasra. lenonuposBanue yriaeBonoB B IIHC orcyrcTBy-
€T, B CBSI3M C YeM BaxKHBIM YCJIIOBHEM HOPMAJIBHOTO 11e-
pedpabHOIO0 SHEPreTUUeCcKOro MeTaboaru3Ma sIBJsieT-
CsI PETYJISIPHBINA TPAHCTIOPT TJIIOKO3BI B HEPBHYIO TKAHb.
MdepMeHTaTUBHBIE CUCTEMbI IJIIOKOHEOTeHe3a U [JIMKO-
reHOoJIM3a B SMOPHUOHAIBLHOM IIEPUOIe HEAaKTUBHEI, T10-
3TOMY 3HepreThYecKasi HoTpeOHOCTh MI04a obecreyn-
BaeTCs MIIOKO30M, MOCTYNAILIEX OT MaTepU TPaHCILUIa-
LIEHTAPHO I10 TPAINeHTY KOHILIEHTPAILIMU CO CKOPOCTHIO
4—6 mr/kr/muH (7 r/kr/cyt). ImukeMust mioga cocTaB-
sseT 60—80% OT KOHILIEHTPALUK TII0OKO3bI B KPOBU O€-
pPEMEHHOM XeHIIMHHI [ 1—3].

ITocne poxaeHuss HOpPMOTJIMKeMUsI 00ecIieyBaeT-
Csl HTEPaAJbHBIM IMOTPEOJICHNEM YTJIeBOMIOB (JITaKTO3a
IPYIHOTO MOJIOKA) M COOCTBEHHOM 3HIOTCHHON Ipo-
IYKITMEH TIOKO3BI (TIeYeHOYHBIN TIIOKOHEOTeHE3, TJIH -
koreHonu3). CienyeT OTMETUTD, YTO JaXKe Y 3T0POBBIX
JMIOHOIIICHHBIX HOBOPOXKICHHBIX OMOXUMUYIECKHE ITyTU

CHHTE3a TJII0KO3bl aKTUBU3UPYIOTCSI B TCUSHUE TIEPBBIX
2—3 gHeW XU3HU U NPOIoJIKaloT (OpMUPOBAThHCS Ha
MPOTSKEHUU TOCISAYIONINX HECKOJIBKUX Heaeab (-
3MOJIOTUYECKAs HE3PEJOCTh TOMeOocTasa yriieBoaoB). I1o
JAHHBIM JIUTEPATYPhI, IIOJIOBMHA 3TOPOBBIX HOBOPOX-
IEHHBIX B TIepBbIe §—12 1 IMociie poXXKaeHUs HEe CITOC00-
HBI YIePKUBaTh TOJI0OIOBOM HOPMAJIbHBIM YPOBEHB IJTIO-
K035l B tu1asMe [4]. Mcnonb3oBaHuMe Xe albTepHATUBHBIX
WCTOYHUKOB 9HEPruu (KETOHOBHIE TeJIa, aMUHOKHCIIO-
THI, JJAKTaT, TJUIEPUH, KOPOTKOLIETIOYCUHBIE XXUPHBIE
KHCJIOTHI U pP.) B HEOHATAILHOM MEPHUOIE OTpaHUUYC-
HO B CBSI3U C HE3PEJIOCThIO (DEPMEHTATUBHBIX CHUCTEM.
Kpowme Toro, cyiectByer psia nepuHaTalIbHBIX (HAKTO-
POB, TIPUBOMSIINX K IIPOJOHTUPOBAHUIO THUITOTJIMKE-
mun. K HIM OTHOCSITCS TIepMHaTaIbHas acOUKCHSI, ca-
XapHbIi 1MabeT y 6epeMEeHHOM, HETOHOILIEHHOCTD, 3a-
IepxXKa BHYTpuyTpooHoro pa3sutus (3BYP), npuem
HEKOTOPHIX MEAWKAMEHTOB U 1p. B psme ciyyaes mepcu-
CTUPOBAHUE TUIIOTJIMKEMUHN MOXET OBITh O0YCIIOBICHO
BPOXICHHBIMU HApYIICHUSIMI OOMEHa BEIIEeCTB, (dhep-
MEHTOITATUSIMU WIN OUCGHYHKIMEH SHIOKPUHHBIX XKe-
JIe3, TaK KaK MeTabO0JIM3M TII0KO3BI OCYIIECTBIISIETCS C
y4acTHEM Pas3INYHbIX (DePMEHTOB U PETYINPYETCS TOP-
MOHaMM (MHCYJIWH, TJIIOKAroH, KOPTU30J1, alpeHAINH 1
Ip.). YKa3aHHBIE OOCTOSITEILCTBA O0YCIOBIUBAIOT BbI-
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COKYIO YaCTOTY BCTPEUaeMOCTH TUIIOTJIMKEMU Y HOBO-
poxnaeHHBIX (1—5 cirydaeB Ha 1000 XXUBOPOXIECHHBIX, HE
OTHOCSIIIMXCS K TpymIaM pucka) [4].

BnausiHue HU3KOro ypOBHS TJIIOKO3BI Ha pa3BUTHE
HEPBHOI CUCTEMBI JieTeii aKTUBHO AUCKYTUpyeTcsl. MHO-
TOYMCIICHHBIC MCCIICIOBAaHUS IIOKA3bIBAIOT, YTO TMIIOTIIH-
KEMHU B HEOHATAJIbHOM IIEPUOIE TIPUBOIAT K pas3ind-
HBIM HEBPOJIOTUYECKUM HAPYIIEHUSIM B TIOCTHATAIBHOM
KM3HM (CYTIOPOXKHBIN CUHIPOM, 3aIepKKa IICUXOMOTOP-
HOTO pa3BUTHS, CHIKCHHBIE TToKa3aTeau 1Q, HapyiieHue
KOTHUTUBHBIX yHKIIMH U 1p.) [3, 5—8]. Dro cBsizaHo ¢
IMOBPEXIAIOIINM IEHCTBUEM HU3KOTO YPOBHS INTFOKO3bI
Ha HEHAPOHEKI TOJIOBHOI'O MO3Ta.

Hedunmt rmoxo3sl B LIHC yBeanuuBaeT mpoayk-
LIMIO JIAKTaTa, CIIOCOOCTBYET Pa3BUTHIO TKAHEBOTO aIly-
1033, CHUKEHUIO YpOBHs KpeaTtuHdocdarta 1 ATD B
KJIeTKax Mo3ra. BeiencTBre 3Toro BO3HUKAIOT IO -
pu3anusa MeMOpaHbl HelipOHA M TKAHEBBIE SJIEKTPOJIUT-
HbIC HApYIIeHUS — ITOCTYIUICHUE KA B 9KCTpalleUTo-
JISIPHOE TIPOCTPAHCTBO U BHYTPUKJICTOUHOE TOBBIIIICHUE
YPOBHS HaTpUsI, XJIOPUAA U KaJIbIIMsI. YKa3aHHbBIE U3ME-
HEHWUS TIPUBOIAT K AKKYMYJISILAM XKUIKOCTUA B HEUPO-
HaX, BBICBOOOXIECHUIO CBOOOIHBIX PaIMKaIOB, aKTHBa-
LIMU TIPOCTATJIaHANHOB, TPOMOOKCAHOB U JICMKOTpHe-
HOB, Pa3BUBAIOTCS OTeK HEMPOHOB, aTPOdUS TIIUATBHBIX
KJIETOK M JeMHUEIMHU3AIMS Oestoro BemecTBa. Cria3m co-
CyIIOB, 0OYCJIOBJICHHBI MOBBIIICHHBIM COAEPKaHEM
BHYTPUKJIETOUHOTO KaJIBIIMSI, YCYTYOJISIeT TUITOKCHIO TKA-
HHU MO3ra, YTO B KOHEYHOM MTOTe IIPUBOIUT K HEOOpa-
TUMOMY TTOBPEXICHUIO MEMOPAH KJICTOK U CEJICKTUBHOM
rubenu HelipoHoB [1, 3, 5-9].

ITo MHeHuIO psna aBTopoB, opaxenue LTHC npu
TUIIOTIMKEMUY U Pa3BUTHE HEWPOHATHLHOTO HEKpo3a 00-
YCIIOBJICHO HapacTaHUEM COMEPXKaHWSI HEIPOMOIYISITO-
pa mIyramara ¢ OoCJIeayIoleid aKTUBALMEN U YBEJIMYECHU -
eM KonndecTBa GyHKIMOHAIBbHEIX NMDA-penenTopos.
ConyTCcTBYIOIIEe U3BMEHEHUS B IIUKJIE TPUKAPOOHOBBIX
KHCJIOT IIPUBOIAT K HAPYIIIEHUIO OKUCIUTEIbHBIX IPO-
1IECCOB, HapaCTaHUIO CBOOOTHBIX PAIMKAJIOB, IIOBPEX-
JNIEHUI0 MUTOXOHApUaIbHbIX MeMOpaH u JIHK, cHuke-
Huto aktuBHOCTH NADH -mernaporeHassl 1 KoJMyecTBa
AT®. Kpome TOro, rMImorjinKeMusI ITOBBIIIAET YYBCTBH -
TenbHOCTh NM DA -pelienTopoB K AelCTBUIO IIyTaMarta,
YTO B COUYETAHUM C HapyIIEHUEM MUTOXOHIPUAIBHOTO
MeTaboIM3Ma IPUBOIUT K aKTUBAILIMK KJIETOYHBIX (hoc-
¢onmmas u mpoTeas ¥ HapYIICHUIO CUHATITUYECKOH T1e-
penayr. KoHeUHBIM pe3yJbTaTOM YKa3aHHBIX ITPOIIeC-
COB SIBJISIIOTCS U3MEHEHME TPAaHCMEMOPaHHBIX MOHHBIX
ITOTOKOB, HapyIlIeHNE TIPOIlecca BETBICHMS ICHAPUTOB,
aKTUBAlIM aIloITo3a, THOEIb HEHPOHOB U MOCIEIYIOIIee
pa3BUTHE META0OINYECKOM (TUITOTTIMKEMUYECKOI) SHIIe-
danomatuu. BaxkHo, 4TO A1 pa3BUTHS HE3PEJIOTO MO3Ta
pelapIlee 3HaueHe UMeeT HOPMaIbHBIN YPOBEHD aK-
TUBHOCTHU penentopoB NMDA, nostoMy coaepxxaHue
rIIyTamMaTa KOppeaupyeT ¢ BhIpakeHHOCTBIO METa0O0JI1 -
yeckux nusMeHenuit B LIHC B 3aBUCMMOCTH OT TecTall-
OHHOTrO Bo3pacTa [2, 3].
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HawnbGoinee HeOIaronpusITHLIE MOCIEACTBUS HAOJTIO-
JAI0TCS IIPY OMHOBPEMEHHOM BO3IEHCTBUY TUIIOTINKE -
MUM U LepeOpabHOM TUTIOKCHUU. MeXaHU3MBbI pa3BUTHSI
natojorndeckux nsmeHenuii B LIHC npu ykazaHHBIX co-
CTOSTHUSIX ITPAKTUYECKM UACHTUYHBI, a IIPU COYCTAHUM
MX OTMEYAeTCsS CMHEPTUUEeCKOe B3auMOIeHCTBUE. AH-
a3pOOHBIN TTIUKOJINU3, BOZHUKAIOIINNI TTPU TUTIOKCUH,
yCyTyosIsieT Te(UIIUT IJIFOKO3bI B TKAHSIX MO3Ta U YCKO-
psieT cHukeHue copepxaHus AT®. ['mnoriaukeMust Ha-
pylIaeT 3alUTHBINA 3G dEeKT BazoauIaTallii MO3TOBBIX
KPOBEHOCHBIX COCYIOB, TTOSBISIOIIUIACS IIPU TUTIOKCUH
B YCJIOBUSIX HOPMaJILHOI'O TOMEOCTa3a IoKo3bl. Kpome
TOT'0, YBEJIMYECHHE 00OBEMHOI CKOPOCTU MO3TOBOTO KPO-
BOTOKA (3aIIUTHBIN MEXaHU3M ITPU TUIIOTJIMKEMUI) B CO-
YeTaHWU C TUTIOKCHUEI MOXET MPUBOIUTD K PUCKY KPO-
BousnusHuA [3, 5—7, 9].

CorracHO TaHHBIM JIUTEPATyPhI, P HEOHATAIBHBIX
TUTIOTJIMKEMMUSIX B TIEPBYIO OUYepeIb IMTOBPEXKIAIOTCS HE-
POHBI KOPBI, CTPMApHOM CUCTeMBI U TUIIIIOKamIIa. B mo-
CJICMYIOIIEM y TaKUX IeTel HapyIIaloTCsl KOTHUTUBHBIE
1 CEHCOpPHBIe (PYHKLIMK, (DOPMUPYIOTCS 3aiepKKa MO-
TOPHOTO pa3BUTUS U MOBeAeHUYecKue aedeKTnl [1, 3,
5-9]. ¥ 35—50% HOBOPOXIECHHBIX C KITMHUYECKUMU I~
nornukeMussMu 1 20% MilafieHLIeB ¢ aCUMIITOMHBIMM T -
TMOTITUKEMUSIMU B TMOCJICAYIONIEM UMEIOTCS pa3InyHbIe
HEeBpOJIOTHYecKue pooaeMsl [3].

ITo ganubiM S. Chandran u coaBT. [1], Y HOBOpOX-
JIEHHBIX Yepe3 7 AHel 1ocie rumnoraukemuu npu MPT
TOJIOBHOT'O MO3Ta BU3YaIM3UPYIOTCS TUTICPUHTCHCHUBHBIC
CHUTHAJIBI B TEMEHHO-3aTBIJIOUHOI 00;1acTU. DTU U3Me-
HEHMSI COYETAIOTCS C TTOBBIIIIEHHBIM COAEPXKaHUEM JIaK-
TaTa U CBOOOJHBIX XXKUPHBIX KUCJIOT B KPOBHU U C 0OJIb-
IO TOoJIeit BEPOSITHOCTU CBUACTEIBbCTBYIOT O BIUSHUU
HU3KOTo ypoBHS IMoKo3bl Ha LTHC.

B nmutepartype npencraBieHbl pe3yIbTaThl U3YICHUS
KaTaMHe3a TOHOIIICHHBIX IeTeil 6€3 TMITOKCUU TIPU POXK-
JIEHUH, Y KOTOPHIX NMeJla MeCTO HeOHAaTaIbHAS TUITOTJIH -
kemus. [loydeHHBIE TaHHBIE YKA3bIBAIOT HAa BHICOKYIO
yacToTy (10 90—94%) CTpYKTYpHBIX U3MEHEHMI1 TOJIOB-
Horo Mo3ra (1o fTaHHbIM MPT) y 3TuX maimeHToB B BO3-
pacre 1,5 romga (KOpTUKAJIbHBIE TOPAXKEHUS, TIOPasKEHUS
0a3aJIbHBIX TAHTJIMEB M/WIN TajaMyca, IMpU3HaK1 Kpo-
BOM3IMSIHUS B OeJ10€ BellleCTBO, MH(MapKTHI B bacceitHe
cpenHel Mo3roBoii aprepun) [1-3, 5]. ¥V HegoHOIIEH-
HBIX JIeTeil Ha BTOPOM TOOY XKM3HU OOHApyKeHa Koppe-
JISIIIMAST MEXITY TIJTATEIbHOCTDIO TUTIOTIMKEMUM B HEOHA-
TaJIbHOM Tiepuoze U nocienytouieii marojgorueit [THC.
Tak, MiageHLbl C IePCUCTUPYIOLIEH TUITOTJIMKEMUEH
(cBbIIIE 5 THE) B MOCIIEAYIONIEM VMETH 3a0ePXKKY IICH-
XOMOTOPHOTO pa3BUTHUSI, a TAKXKe 00Jiee BBICOKYIO YaCcTO-
TY JETCKOTO 1iepeOpabHOrO Mapainda, 4eM HeTOHOIIICH-
HbIE ¢ KPaTKOBPEMEHHBIM aHAJIOTUYHBIM CHUKCHUEM
YPOBHS TJIIOKO3bI KPOBY WJIM OTHOKPATHBIM 3IM3010M
TSDKEJION TUITOTJTMKEMUH.

BaxHo nmoguyepKHyTh, UTO B OOJBLIMHCTBE CIY4YacB
HEOHAaTaJIbHbIC TUTIOTJIMKEMUHM TIPOTEKAIOT OECCUMITTOM-
HO, JaXke TIpU CYIIECTBEHHOM CHUXXEHMU YPOBHS TJTIO-
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KO3BI KpOBU. BMecTe ¢ TeM HeCKOJBbKO KOTOPTHBIX HC-
CJIeOBAaHMI, BHITTOJTHEHHBIX B pa3HBIX CTpaHax, yCTaHO-
BWJIM BBICOKYIO YacTOTY AeULIMTa BHUMAHUS U Majoi
MO3TOBOM TUC(HYHKIINY Y IeTeil, UMEIOIINX B aHAMHE3e
OGeccuMNTOMHBIE TunornukemMu [1, 3, 5]. Psg aBropoB
YKa3bIBaIOT Ha MPUYACTHOCTD TSKEJIOM HEOHATAJIbHOM
TUTIOTJIMKEMUH K Pa3BUTUIO CYTOPOKHOTO CUHIPOMA B
paHHEeM AeTCKOM Bo3pacTte [1—-3, 5].

Bce aT0 onpenensier akTyallbHOCTh TPOOJIEMBI HEO-
HaTaJIbHBIX TUIIOTIMKeMUii. Llens HacTosIei myoarka-
IIMY — TIPEICTaBUTh 00OOIIEHHBIC TaHHBIE MO TAKTUKE
BEJEHNA HOBOPOXIEHHBIX I€TEN C HU3KUM COLEPXKAHU-
€M TJIIOKO3BI KPOBU.

TunoramkemMusi HOBOPOKIEHHOT0 — 3TO CHIDKCHUE
KOHILIEHTpALUM TJIIOKO3bI B KpoBU <2,6 MMOJIb/JI B Iie-
pHOIe HOBOPOXISHHOCTU HE3aBUCHMO OT CPOKa recTa-
uuu [3, 5-7, 10]. Kimaccudukanys rulmoraukeMuit Ho-
BopoxaeHHbIX To MKbB-10 npencrasieHa B Ta0.. 1.

Kimmnuyeckue BapMaHThI THIIOTIMKEMHH
Y HOBOPOKIEHHBIX

1. BeccumnTomMHasi TMIIOTIMKeMuUsl (HU3KUIA YPOBEHb
[JTIOKO3bI B KPOBU HE MPOSIBISIETCS KIIMHUYECKOWH CUM-
MITOMaTUKOM, BOBMOXHbBI HEOIarONPUSTHBIE OTCPOYEH-
HbIE TTOCTEACTBUSA).

2. CuMnToMaTHYeCKasi TMIIOTJIMKeMUs (HU3KUI ypo-
BEHb IVIIOKO3bI B KPOBU COYETAETCS C KIMHUYECKUMU
MPOSIBJICHUSIMMU ).

NB! Hauboaee wacmo y H080pocoeHHbIX Oemell ommeHa-
omcs 6eccuMnmomHble 2uno2auKemuu.

Oco0eHHOCTh KJIMHUKU TUITOIJTUKEMUU Y HOBOPOX-
JEHHBIX — HEeCTIeLIM(UYHOCTh CUMIITOMOB (aHAJIOTUYHbBIE
MPOSIBJIEHUST MOTYT OBITh IIPU APYTHX 3200 BAHUSIX).

JuddepennuanbHo-IMarHOCTHYECKHE MPU3HAKHU TH-
TIOTJIMKEMHUH Y HOBOpPOKIeHHOro (Tpuaaa Yummia) [3, 5—7]:

— TOSIBJIEHNE KJIMHUYECKUX CUMIITOMOB MPHU J1abo-
pPaTOPHO HU3KOM YPOBHE IJIIOKO3bl KPOBHU;

— WCYE3HOBEHME 3TUX CUMIITOMOB ITPU HOpMaJin3a-
1IN YPOBHSI [JINKEMUM;

— BO300HOBJIEHUE KJIMHUYECKUX CUMIITOMOB MpPU
CHWXEHWU YPOBHSI IJTIOKO3bI KPOBH.

Hauboaee wacmeie kaunuueckue cumnmomo: IpU TH-
MOTJIMKEMUM Y HOBOPOXIEHHOTO [3, 5, 6]:

— IJla3Has CUMIITOMAaTHKa (KpyroBble, TIaBaolue
JNBUXKEHUS TIa3HBIX 010K, HUCTarM, CHUXXEHUE TOHYCca

Tab6anua 1. Tunoramkemumsi HOBOpoXaeHHbIXx B MKB-10
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IJIA3HBIX MBI, MCYEe3HOBEHME OKYJIoLe(haTbHOTO ped-
JIeKca);

— c/1a0blii BBICOKOYACTOTHBIM MPOH3UTENbHBINA He-
SMOLIMOHAJIbHBIN KPUK;

— MCYE3HOBCHME KOMMYHHMKAOEIbHOCTH;

— CJ1a00CTb, BIJIOCTh, «0ETHOCTb» IBUKEHUIA;

— BSIJIOE€ COCaHUE, CPBITUBAHUS, aHOPEKCHS,;

— TpeMOp, ITONEePTUBAHUS;

— TIOBBILIIEHHAS BO30OYIUMOCTbD, Pa3IpaXkUTEIbHOCTD;

— MOBBILIEHHBIN pediekec Mopo.

Menee uacmote cumnmomoi TIpU TUTIOTTIUKEMUM Y HO-
BOPOXIEHHOIO:

— CyIOpOrH;

— aIrtHo?;

— NepUOpaIbHBIM, OOIIMI LIMAHO3 WX aKPOLIMAHO3;

— HEeCTaOMJIBHOCTh TeMIIepaTyphl Tesla (CKIOHHOCTD
K TUTIOTEPMUMN);

— TaxXuKapausl, TAXUITHOD, apTeprabHasl TUIIOTCH-
3UsI;

— 0JIEMTHOCTH KOXU, TTOBBILIEHHOE TTOTOOTACICHNUE;

— KoMa.
NB! I'unoeauxemus (daxce 6eccumnmomuas) é nepuode Ho-
60poOICOeHHOCIU Oe3 AeHeHUss MOJcem npueecmu K Heoopa-
MUMOMY NOBPENCOCHUIO 20108HO20 MO32d.

B 3aBuCHMOCTH OT 3THOJIOTUM U TTATOreHE3a HEOHA-
TaJIbHbIE TUMIOTJIMKEMUH MOTYT OBITh TPAaH3UTOPHBIMU
(TIpexomsiMMu) ¥ IEPCUCTUPYIOIIMMU (CTOMKIMM).

Tpan3utopHbie (MpexoasAiye) runorJIuKeMuu
IIpyyuHBI TPAH3UTOPHBIX THIOTJIMKEMMIA

1. TpaH3UTOPHBIN TUTIEPUHCYTUHU3M:

— HOBOPOXKIIEHHBIE OT MaTepeli C caxapHbIM quabde-
TOM;

— TUTNOKCHS TUIO/IAa U ac(hUKCHST HOBOPOXIEHHOTO;

— reMoJIMTIIecKasi 0ose3Hp HoBopoxaeHHoro (I'BH);

— MHQY3UHU TIIOKO3bI OEpeMEeHHOM.

2. TpaH3UTOPHBIN TeDUILIUT TITIOKO3bI:

— 3BYP;

— HEJOHOIIIEHHOCTb;

— Oym3HeIbl (MEHBIITWIN 13 TBOITHN);

— PecnUpaTOPHBIN AUCTPECC-CUHIPOM HOBOPOXK-
nenHoro (PACH);

— TJIAlEHTAapHbIC HAPYIIEHUS U TPEXIeBPEMEHHAS
OTCJIONKA TUTALIEHTHI (YACTUYHAS WM TTOTHAs);

— recto3 OepeMeHHBbIX;

MKB-10: [Ipexonsiime SHTIOKPUHHBIC HApYIIIEHUS U HapyLICHUs OOMEHa BeILeCTB, CreLMbUIHBIC IS TUToa U HoBopoxXaeHHoro (P70—P74)

P70 IMpexonsiume HapyLIEeHUS YIJIEBOIHOTO OOMeHa, crieliMdUUHbIE 1S T104a U HOBOPOXAEHHOTO

P70.0 CuHApPOM HOBOPOXKIEHHOTO OT MAaTEPH C FeCTALIMOHHBIM T1a0eTOM

P70.1 CuHIpOM HOBOPOXIEHHOTO OT MaTepH, CTpajaollei 1nabeToM

P70.3 SItporenHast HeoHaTajabHasi TUIIOTIIMKEMUST
P70.4 Ipyrue HeoHaTa IbHbIE TUITOTJIMKEMUN

P70.8 Opyrue npexoasiuye HapyLIEHUs YIJIEBOIHOIO OOMeHa y TUI0/1a U HOBOPOXKIEHHOTO

P70.9 Ipexopsiiee HapyLIeHNe YTIJIEBOZHOTO 0OOMeHa Y MJI0Aa U HOBOPOXIEHHOTO HEYTOUHEHHOe
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Tabanua 2. Yacrota u NPOAOAKUTEALHOCTb KOHTPOASI TAUKEMUU Y HOBOPOXKAEHHbBIX U3 rpynn pUucka

®dakTop pucka

Bospact/nepuon oxumaaeMoro
Pa3sBUTHSI THITIOTTTMKEMUHT

CaxapHblii TuabeT y MaTtepu (JI000To TUTIA, B TOM YUCJIe TeCTAllMOHHBIN TuadeT)

3BYP

Actukcus, I'BH Tsixenas

HenoHomieHHOCTD, OJ1M3HElbI (Yallle MeHBIINI U3 TBOHU)
MHby31K IIII0KO3bI BO BpeMsl pOJIOB

Momuuuremus, cencuc, mok, JIH, BITIC, runorepmust

[Mpuem Bo BpeMst GepeMEHHOCTH CaxapOCHIXKAIOIINX MIPeraparoB, 3-aIpeHo0JI0KaTOPOB

6—48 4 TocJIe POXIEHUS
6—48 4 rocjie pokIeHUS
nepBbie 6—12 4 XU3HU
12—48 4 rocJie poxaeHust
nepBbie 24—48 4 KU3HU

B aKTMBHOI1 (hase 00sie3HU
HE YTOUHEeH

— MPEe3KIAMIICUS,
— roJIOZ BO BPEMS POJIOB.
3. AtporeHHbIe (MEAUKAMEHTO3HBIE):
— Ilpuem nexapcmeennbix npenapamoe bepemeHHol
HCEHUWUHOUL:
— B-6moxartopsl, uHrnouTOpsl AIT® (TIporpaHoo,
METOIPOJIOJT, KATOIPWI, SHATATIPUI U T.10.);
— OpaJIbHBIE CaXapOCHIXAIOIINE TTPENapaThl;
— CaJTALUJIATHI;
— BaJIBIIPOEBAsi KUCJIOTA;
— HapKOTHKH.
— Ilpuem nexapcmeeHHbIX NPenapamos Ho8OPOICOeH -
HbIM:
— WHIOMETAIINH;
— TernapvH;
— (PTOPXUHOJIOH.
4. [Ipyrve MpUYWHBI (TATOreHE3 OKOHYATEIbHO HE
SICEH):
— reHepaJIM30BaHHbIe MH(EKIINN;
— cepaedHast HeIoCTaTOYHOCTh;
— MOJULIUTEMUS
— (peTanbHBIN pUTPOOIACTO3;
— TUTIOTEPMUSL.

Ipynnbl pucka no pa3BUTHIO TPAH3UTOPHBIX
TUINOTIMKEMUIA

1. HenoHoteHnHsie getw (<37 Hem).

2. 3BYP (macca nipu poxxaeHun <10-1o rmepLeHTHIs ).

3. HoBopoxneHHbIE OT MaTepU C CaxapHBIM Juade-
TOM (B TOM UMCJI€ TeCTAllUOHHBIM).

4. HoBOpOXIeHHBIE C TIepUHATATbHOM aC(hUKCUEH.

5. HoBopoxnenHsie ¢ 'bH.

6. Bosbloii s recTalluOHHOIO Bo3pacTa (Mjiu
LGA — Large for gestational age) (Macca 1ipu poxXaeHUN
>90-r0 TIepLICHTUIIS).

7. 'ectalimoHHBI Bo3pacT >42 Heq.

8. JleTu, poxXneHHBIC OT MaTepeli, IOIyJaBIInX ca-
XapOCHMXAaIOIIKe TperapaThl, OJIOKATOPHI [3-aapeHo-
peLenToOpoB, MH(MY3UM IIIFOKO3bI BO BPEMS POIOB.

9. HoBopoxneHHbIe ¢ TOIUIUTEMUE, CETICUCOM,
IIIOKOM, IIbIXaTeIbHOM HegocTaTouHOCThIO (JIH), Bpox-
neHHbiMU Topokamu cepaua (BI1C), runorepmueit (B ak-
TUBHOU (ha3e OOJIE3HN).

10. MiameH1Ibl Ha TTApeHTEePaIbHOM ITUTAaHUU.

11. MnageHIIBI ¢ BO3MOXHBIMY KIIMHUTYECKIMHU CHIM-
ntoMaMu runoraukemuu (AIIMS-NICU-nportoxou,
2007; Clinical Guidelines index, 2015) [3, 5—7, 10—12].

I'pynnbi BBICOKOrO PUCKA 110 PA3BUTHIO TPAH3UTOPHOI
runorankemmn (BO3)

1. JleTn OT MaTepeii ¢ caxapHbIM TMAa0ETOM.

2. HenoHotieHHBIE.

3. HoBopoxaennsie ¢ 3BYP.

4. HoBopoxXeHHbIe, TepeHeCIle MHTPaHATAIbHYIO
TUITOKCHIO.

KoHTpoJib rIMKeMun B rpynnax pucka

s MOHUTOPHMHTA TIIMKEMUM JOJIKHEI MCITOJB30-
BaThbCs J1abOpaTOpHbIe OMOXUMWUYECKIE UCCIIeTOBaAHUS
YPOBHSI INTFOKO3BI KPOBH.

NB! Bce nHosoposcdennble uz epynn pucka nooaexcam cKpu-
HUHZY YPOGHS 2A10K03bL KPOGU CPA3Y NOCAE PONCOCHUSL.

NB! Hauboavuas 6eposmHocms 2uno2auKeMuu y Hoopoxc-
OeHHbIX U3 epynn pucka cyuwiecmeyem é nepevle 24 4 nocae
POXCOeHUsL, HO MOXMCem COXPAHAMbCA 6 meuenue 48—72 u
(maba. 2).

KoHTpoJib rinKkeMnn y HOBOPOXKIEHHBIX OT MaTepei
C CaxapHBIM TUA0ETOM

KoHTpomb rmkeMnn y HOBOPOXKIEHHBIX OT MaTepei
C CaXapHBIM TUA0ETOM OTIMYACTCS OT MOHUTOPHHTA TITIO-
KO3bl KPOBHU B IPYruX rpynmnax pucka [11].

— B 1-e cyTKM XM3HU UCCIIeIOBaHUE IIPOBOIST Ue-
pe3 30—60 MUH TToc/Ie POXIEHUS, 3aTeM Yyepes3 2—3 4 I10-
cJIe pOXIECHUS U Iepel KOPMIICHUSIMU.

— B tegyenne mocnenyrommx 3 cyT XXku3Hu (2—4-¢ cyT-
K1) KOHIIEHTPAIINIO TJIIOKO3BI ONPEICIISIIOT IIepea KOpM-
JIeHWeM Kaxnble 3—4 4, majee ¢ 5-X CYyTOK XXU3HU — 1 pa3
B ICHB (TIepen KOPMJICHHUEM).

— MoOXHO IIpeKpaTUTh MOHUTOPUHT TJTIOKO3bI KPO-
BM, €CJIM TJIMKEMUS IIPEeBhIIIaeT 2,6 MMOJIb/J1 B TEUECHKE
24 4 Ha (hOHE DHTEPATHLHOTO MTUTAHUS 1 HOBOPOXIECHHO-
My He TpeOyeTcsa BHyTpUBEeHHass MH(PY3US pacTBOPOB
TTIOKO3HI [ 14].

NB! Jlonoanumeavnolii KOHmMpoas 2AuKemuu Heodxo-
OuM npu noseAeHulU 4100020 CUMNIMOMA, YKa3bleéarouiezo Ha
2uno2auKemuro.
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KoHTpoJ1b NIHKEMIH Y HOBOPOXKIEHHBIX U3 IPYTHX

TPyNn pAUCKa

— IlepBoe ompeneneHNe TNIMKEMUM TOJKHO OBITH
ImpoBeneHo He mo3gHee 1 9 mocie poxaeHus (BO3,
2015).

— Jlanee Kaxmple 3 9 B TeUCHHUE TIEPBEIX IBYX CYTOK;
B IIOCJIEAYIOIINE TPOE CYTOK — KaXble 6 4; HAYMHAsI C
5-X CYTOK XXM3HHU — 2 pa3a B IeHb [3, 5, 6].

— IIpu sHTEepaIbHOM IMUTAHUM W OTCYTCTBUM CHM-
TITOMOB TMIOTIMKEMIH (KIMHUIECKUX 1 Ta00PATOPHBIX)
B TeUeHHE 12 9 IMepBBIX CYTOK XM3HU KOHTPOJIb 32 KOH-
IEeHTpaIMel TII0KO3bI KPOBH MOXKHO ITPOBOAUTH KaX-
IIbIE 4 9; TIOCTICMYIOIINIA KOHTPOJIb CO 2-X CYTOK ITPOIOJI-
JKaeTcs 10 TOKYMEHTHPOBAaHUS HOPMAJIbHBIX 3HAUCHUIA
KOHILIEHTpaLUK IJII0KO3bI KpOBHU (>2,6 MMOJIb/JT) HE Me-
Hee 4eM B TpeX IOC/IeIoBaTeIbHBIX aHaIM3axX, 3abpaH-
HBIX 10 KopMiteHus [12—18].

— Ilpu 3aperncTpupoBaHHOM HHU3KOM 3HAYCHUU
KOHIIEHTPALIMK [III0KO3bl KpoBH (<2,6 MMOJIb/J1) MO-
HUTOPWHT TJIMKeMUH mpomxoirkaeTcs. Ilociae mocmen-
HETO HM3KOTO 3HAYCHMST KOHIICHTPAIINH TITIOKO3BI KPO-
BU U TOCJICAYIONICH HOPMOTJIMKEMU KOHTPOJIb HE00-
XOIMMO TIPOMOJIKATH IIepel KaxkKIbIM KOPMJICHNEM Ha
MIPOTSKeHNU He MeHee 12 4. MOXHO IIpeKpaTUTh MO-
HUTOPHWHT TJIFOKO3bI KPOBU, €CJIN TJIMKEMUSI TIPEBBIIIa-
eT 2,6 MMOJib/JI1 B TeueHue 24 4 Ha (poHEe SHTEPATLHOIO
MUTaHWUS 1 HOBOPOXICHHOMY HE TpeOyeTcsl BHYTPUBEH-
Hasg MHQY3Mg pacTBOPOB IIIOKO3HI [ 12—18].

— HoBopokneHHBIE ¢ IOIUIMTEMIEH, CETICHICOM, III0-
koM, JIH, BITC, 'bH, rurmotepmueit MOHUTOPUPYIOTCS B
TEeYeHUE BCETO ITeproIa aKTUBHOI (ha3bl O0IC3HM.

NB! 3a6op Kposu 045 KOHMPOAsL 2AUKeMUU NPU MOHUMO-
puUH2e npoeooumcst neped KopmMaeHUeM HOBOPOICOeHHO2O.

IIpodunakTuka runorIMKeM1H y HOBOPOXKIAEHHbBIX
U3 rpynmn pucka

Pekomenmammuu BO3 [18]

1. KOHTaKT ¢ MaTepbio «KOXka K KOXe» cpasy Ioclie
pPOXIeHUs, TEIJI03alluTa.

2. PanHee rpynHoe BckapMuBaHMe (C 1 U KU3HM);
KOpMJIEHUS Kaxabie 2—2,5 4 6€3 HOYHOrOo IepephiBa
(B mepBbIe 3 AHS); TIPU OTCYTCTBUU COCATEBHOTO ped-
JIeKca — KOpMJICHME Yepe3 Ha30TacTpaIbHbIA 30H 1.

3. PactBop 5% ri10K03bI 3—5 MJI/KT IIEPOPAJIbHO Ye-
pe3 1 4 mociie poXIeHMs, 3aTeM 110 TTOKA3aHUSIM.

Ilepcuctupymomme (CTOMKHE) rTHNOTIHNKEMUU

IIpuyrHBI IEPCUCTUPYIOIINX TUTTOTTUKEMUI

1. BpoxaeHHBbI TUTTEPUHCYTUHU3M:

— MmyTanuu reHoB SUR I, KIR6.2, TITIOKOKWHA3HI, TITy-
TaMaTIeTUAPOreHa3bI;

— HapyuleHUsI MeTaboJIM3Ma KUPHBIX KACJIOT;

— CDG-cuHapoMBbl (BpOXACHHbBIE HAPYLIEHWS T~
KO3WINPOBAHUS);

— WHCYJUHOMA.

2. [ledUIUT KOHTPUHCYISIPHBIX TOPMOHOB:

— KOPTHU30/13a;

CASE REPORT

— TporHbIX TopMoHoB rTunodusa (AKTI, TTT, CTT);

— IJIIOKAroHa;

— aJgpeHaJIuHa.

3. HapyiieHust BoICBOOOXKIEHUS/HAKOTUIEHUST TN~
KOTeHa B TICYCHU:

— IeDULINT IITI0K030-6-hocdartasbl;

— neULMT aMUJI0-1,6-III0KO31Ia35l;

— neuunT hochopuiassl IEYEHU;

— IeULNT IMeYeHOUHO TIIMKOTeHCUHTA3HI.

4. HapyuieHue TII0KOHEeOoreHe3a:

— neduumT GpykTo30-1,6-61chocdarassr;

— geuunT hochoeHOIUPYBATKAPOOKCUKNHAZHI,

— Je(ULINT NTUpyBaTKapOOKCHUIA3hI.

5. HapyleHust oKuCIeHUSI XKMPHBIX KUCJIOT U MeTa-
0oM3Ma KapHUTHUHA:

— JeUINT KapHUTUHA;

— neunut GepMeHTOB (KapHUTHUHITAJIBMUTOMII-
TpaHcdepassl, auni-KoA-gernaporeHassl, 3-TUIPOKCH-
aui- KoA-nmernaporeHassl).

6. HapyieHust cuHTe3a/yTiin3auuy KETOHOBBIX TEJL:

— nepuunt I'MI" KoA-cuHTa3k;

— pepuunt 'MI'-KoA-nma3sr;

— JeuunT 3-oKCUKUCIoTei-KoA-TpaHcdepassbl.

7. MeTtabonuueckue pacCTpoOMcCTBa:

— raJIaKTO3eMUs;

— (pyKTO3eMUSI, TUPOIUHEMUS;

— 00J1e3Hb KJICHOBOTO CHpPOIIa;

— OpraHMYecKue alluIeMuUu;

— HacJIeACTBEHHAsI HEIIEPEHOCUMOCTD (DPYKTO3HI;

— IIyTapoBas alluypusi 2-ro TUIIA;

— NeUIMT KOMIUIEKCa ObIXaTeIbHOMN eI MUTO-
XOHIPUMA.

NB! Hoeoposcdennsim ¢ nepcucmupyrougumu (cmoixumu)
2uno2AuKeMusMU NOKA3AHbL KOHCYAbMAUUL SHOOKPUHOA0-
2a u oocaedosarue.

I[narﬂocmxa ITHOJIOTHHA NEPCUCTHUPYIOIIUX
TUNOTJIMKEMHUIA Y HOBOPO2KIC€HHOI'O

1. OueHkKa KJIMHUYeCKUX 0COOEHHOCTEl (MaKpOrjaoc-
CHSI, MAKPOCOMUSI, XETyXa, FelaTOMEeTrallus U Ap.) U pe-
3yJIbTATOB HEOHATAJIBHOTO CKPUHUHTA Ha HACJIEACTBEH-
Hble 3a00J1€BaHUS.

2. MOHUTOPUHT [IOKO3bI KPOBU Kaxble 1—2 4y mop-
TaTUBHBIM TJTIOKOMETPOM U/WJT CUCTEMOI HETIPEePhIB-
HOTO MOHUTOPUPOBaHUS II0Ko3bl (HMI).

3. buoxuMuyeckuii aHaaU3 KPOBU Ha KETOHOBBIE
Tejia, CBOOOIHBIE XXUPHbIE KUCIOThI, AMMOHUIA, JIAKTAT,
aMMHOKWCIIOTHI, alIJIKADHUTUHBI U JIP.

4. TlpoBeneHue TaHAEMHON MacC-CIIEKTPOMETPUNA
JUISI BBISIBJICHUST HAapyIlIeHUs] MeTaboan3Ma aMUHOKHUC-
JIOT, OPraHWYECKUX KUCIOT U Je(PEKTOB MUTOXOHAPU-
JIBHOTO [3-OKUCJIEHUS XKUPHBIX KUCTIOT.

5. OLieHKa KOHLIEHTPALMX TOPMOHOB KPOBU (MHCY-
JqvHa, C-nentuaa, CoMaTOTPOIMHA, KOPTHU30Ja) Ha (hoHe
TUTIOTTIUKEMUU.

6. Y3U nevyeHu, MOMKeTyTOUHOM XKeae3bl, HAMO-
YEYHUKOB.
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7. Ilpu moATBEPKAEHHOM TUIIEPUHCYJIUHU3ME —
nposeneHne KT/MPT OproniHoii moocTH, Mo3UTPOH-
Ho¥# amuccroHHo# Tomorpadun (ITDT).

8. BrIlotHeHYE MOJIEKY/ISIPHO-TeHETHUECKIX UCCIIe-
noBanuuii (reisl KCNJ11, ABCCSw np.).

JleyeHne runoraIMKeMun

I. JleueOHas TakTUKa MPU YPOBHE INIMKEMUU 2,2—
2,6 MMOJTb/J1 (B OTCYTCTBUE KIMHUYECKUX CUMITTOMOB):

— IIpoBecTu KopmiieHUE B 00beMe (HDU3UOTIOTUYEC-
CKOM MOTPeOHOCTH (IPyIHOE, U3 OYTHIOYKHU, Yepe3 30H)
U BBECTH PacTBOP INTI0K03bI 5—10% mepopayibHO (MIn
MHTparacTpajabHoO).

— IToBTOPUTH KOHTPOJIH TIMKEMUU Yepe3 1 9 u 1e-
pel cienyoluM KopMiieHueM (depes 2—3 4).

— Ilpu coxpanstioneiicss rmkeMun <2,6 MMOJIb/JT —
HavaTh BHYTPUBEHHYIO KarteIbHyo nHby3uto 10% pacTBo-
A TITIOKO3BI CO CKOPOCTHIO 4—5 MII/KT/4 (6—8 MT/KT/MUH).
CKOpOCTb BBEICHUS pacTBOPA TIIIOKO3bl KOPPUTUPYIOT 110
3HAYEHUSIM KOHIIEHTPAIIH TITIOKO3bI KPOBU (ITEPBBIIA KOH-
TPOJIb ITUKeMUH — yepe3 30 MUHYT TocJie Hayajaa MHGY-
31U, 3aTeM Kaxble 1—2 4), onTUMaJIbHBIN 1ieJIEeBOM MOKa-
3aTesb NIMKeMUK — 4 MMOJTb/ 7T (Tad. 3). MakcuMabHbIN
00beM MH(GY3MOHHOTO pacTBopa — 80 MII/KT/CyT.

— Ipu BBemeHMM TITFOKO3EI CO CKOPOCTHIO 2,5 MII/KT/4
(4 MT/KT/MMH) ¥ COXpaHEHUY HOPMOTJIMKEMUU B TEUSHME
24 4 TUTPOBaHME PACTBOPA 3aBEPIIAIOT MOCTENEHHO. Pe3-
Koe MpeKpalieH1ue NH(Y3U1 MOXKET BBI3BaTh TUITOTINKE-
MUIO, TTO3TOMY 7103y BBOIVMOM IJTIOKO3bI YMEHbBIIIAIOT Ha
2 Mr/Kr/MuH Kaxnaeie 6 9 [3, 5—7, 11, 13—15, 17, 19].

NB! Heav3sa 6600ums Ho60podicOeHHOMY 6 nepughepute-
CKYI0 6EHY Pacmeopbl 2410K03bt ¢ Konuenmpauuei >12,5%.

NB! Heav3a npepvieams snmepaibHoe KopMAeHUE 60
epems ungy3uu.

I1. JleueOHast TakTMKa MPU YPOBHE MIUKEMUU 2,2—
2,6 MMOJIb/JT (TTPY HAJTUYUY KIMHUYECKUX CUMIITOMOB):

[Tpu KOHILIEHTpAIIY TIIIOKO3bI KPOBU 2,2—2,6 MMOJTb/JT
B COYETAHUU C CUMITTOMAMM TUTIOIIMKEMUU HEMEIUIEH -
Ho HaumHaeTcs nHDy3ust 10% pactBopa rimroko3s! (BO3).

Tabanua 3. T1oTPeOHOCTHM B rAIOKO3€ Y Pa3AMYHBIX FPYNN HOBOPOX-
AeHHbIX (aaanTuposaxo u3 [5])

CxopocTb MHDY3UU

Tpynna TJIIOKO3bI, MT'/KI"MUH
JloHo1IeHHbIE 3-5
HenoHoenHble 4—6
«He3spenbie» K cpoKy recranmm 6—8

NB! Ilapenmepaavnoe 66edenuie pacmeopos 2ar0K03bl Ha-
YUHarOm npu 2auKemuu menee 2,6 MM0ab/1 npu ycaoguu
noayuenus usuoaocu1eckozo o6sema HMepaIbHoN Ha-
2PY3KU COOMBENCMEEHHO 603DACIMY.

II1. JleuebHas TakTUKa NpPU YPOBHE TIUKEMUU
<2,2 MMOJTB/I;

— IIpu omcymemeuu cyO0opoe: BBECTU BHYTPUBEHHBII
6ommoc 10% pacTBopa TJ110K03bl 2 MI/KT, 3aTeM — 10%
pPacTBOP TJIIOKO3bl BHYTPUBEHHO KarleJbHO 5 MJT/KT/4.
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— Ilpu naauuuu cydopoe: BBeCTH BHYTPUBEHHBII 60-
moc 10% pactBopa rmoko3sl 4 Mi1/Kr, 3ateM — 10% pac-
TBOP IJTIOKO3bI BHYTPMBEHHO KamelbHO 5 MJI/KT/4.

— Ha done Tepanuu mpoBOAMTCS MOHUTOPUHT IJII0-
KO3bI KPOBU: MEPBBI KOHTPOJIb — yepe3 30 MUH mociie
Hayvaja uH¢Y3UH, 3aTeM Kaxable 1—2 4 10 JOKYMEHTH -
pPOBaHUS INIMKEMUHM >2,2 MMOJIb/JT HECKOJIBKUMHM U3ME-
peHusIMU (He MeHee 2—3 U3MEPEHMIA), B TTOCIIEAYIOIIEM
Kaxnple 4—6 4 Ha (DOHE MTOCTENTEHHON OTMEHBI TEPAITUH,
€CJIM CUMIITOMBI TUIIOTIMKEMUH HE MOBTOPSUIUCH B Te-
yeHue 24—48 4 [7, 13—17].

NB! Ilocae nocaednezo Hu3K020 ypoGH:A 2A10K03bL KPOGU U
nocaedyroueri HOpMo2AUKEMUU KOHMPOAb 00AMHCEH NPO00.1-
acamocs nepeo Kaxcovim Kopmaenuem e menee 12 4 [14].

IV. Meponpustus pu OTCYTCTBUM 3(pdeKTa BHY-
TPUBEHHOI MH(MY3UU [JIIOKO3bI:

— INoBbllIeHME BHYPUBEHHOM TOTALIMY [JIIOKO3bI HA
2 mr/kr/muH (T.e. Ha 1,2 mii/kr/4 10% pacTBOpa IIII0KO-
3bl), MAKCUMYM 110 12 MT/KT/MUH.

— I'mokaron 0,1—0,5 Mr/Kr Macchl TeJia BHyTPUMBI-
1IeYHo 2 pa3a B CYyTKU.

— IIpu orcyreTBUM 3pheKTa OT aAeKBATHOM BHYTPU-
BEeHHOI MHMY3UM TITIOKO3bI B TeueHUe 24—48 4 BO3MOXK-
HO BBEICHNE ITTIOKOKOPTUKOCTEPOUIOB (TMAPOKOPTU30H
110 5—10 MTI/KT/CyT WY MPeTHU30JIOH I10 2—3 MI/KT/CyT),
C MIPOJOJIKUTEILHOCTRIO TEpauu He 6ojiee 2 ¢yT [3, 5, 6,
7, 19].

— I1pu foKa3aHHOM TUIIEPUHCYIUHU3ME B JIeYCHUE
IO0ABJISIIOT:

— OKTpeoTua — 1 MKI/KI Macchl Tejla Kaxibie 6 4
MOAKOXHO WM BHYTPUBEHHO C MOCIEAYIOLIUM TUTPO-
BaHUEM U MMOAO0POM MHAWBUAYAJIbHON M03bI (MaKCH-
MasibHO 10 10 MKT/KT Maccel Tena), U1

— IMa30KCHUI — TepopaibHo 3—4 pa3a B CYTKHU, Cy-
TouHas go3a 5—20 mr/kr (ipu 3BYP 3—5 Mr/kr/cyT)
[3,5-7, 19].

HoBopoxXIeHHBIM ¢ IEPCUCTUPYIOIUMHU (CTOMKM-

MU) TUTIOIJIMKEMUSIMU, a TaKKe MPU BHICOKOM TTOTpes-
HOCTHU B MapeHTepabHOM BBEIEHUU PACTBOPOB IIIOKO-
361 (10 Mu1/KT-4 w15 Mr/Kr-MyH) ToKa3aHbl KOHCYJIb-
TalKsl 9HAOKPUHOJIOra U 00C/IeOBaHUE.
NB! Hogopocdennolii pebeHoK ¢ nepcucmupyowumu 2u-
noz2AuKeMusMU He MoXcem Oblmb 6bINUCAH 00MOlE 6e3 00-
caedosanusn u eéepupukauuu ouazno3a, a maxkiyice oes
docmudicenus HOpMOZAUKEMUMECKUX NOKa3ameaell, coxpa-
Haowuxcs 6 meuenue 72 u.

CoOcCTBeHHOe KAMHHYeCcKoe Ha0OAloAeHue

bonbHoIi 4. mocTynui B OTAeIeHNE MTaTOJI0TUM HO-
BOPOXXAEHHBIX U HegoHoleHHbIX neTeit KI'bY3 «Kpac-
HOSIPCKUIA KpaeBOW KIIMHUYECKUIA LIEHTP OXpaHbI MaTe-
PUHCTBA U IETCTBa» B BO3pacTe 23 CyT C MUarHO30M «HEO0-
HaTaJbHbINA caxapHbiii 1uabdet, 3BYP III crenenu no
JIVCTLIACTUYECKOMY THITY».

PeGeHok ponuiicst BKpOBHOM OpakKe OT MOJOJBIX PO-
nuTeseil — HeHKOB (KopeHHas HapogHocTh CeBepa Poc-
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cum), ot 3-it 6epeMeHHOCTH (1-s1 GEepeMEHHOCTh — Jie-
Bouka 11 et ¢ Maccoii mpu poxnernuu 2750 T, 3m0poBa;
2-51 6epEeMEHHOCTb — JEBOYKA C MacCOU MPHU POKICHUUN
1600 r, ymepiia B Bo3pacTe 3 MeC OT HEyCTaHOBJIEHHOMI
npuunHbl). Hacrogimaa 6epeMeHHOCTh ITpoTeKana Ha
(¢oHe XpoHNUECKOIi (heTorIaleHTapHOM HETOCTATOUHO-
CTH, C YTPO30i MpeKaeBPEMEHHBIX POJOB B 35—36 Hex,
MO3MHUM TecTo30M ¢ 37-i1 Henenu. Ha ydyeTe B skeHCKOI
KOHCYAbTallMU He cocTosuia, Y3 n OMoXuMudecKuin
CKPUHUMHT HE MPOBOAMUIICS, IMTOAPOOHOE TeUueHUe Oepe-
MEHHOCTU HEU3BeCTHO. Poabl ipu cpoke recrtanuu 38—
39 Hed €CTECTBEHHBIM ITyTEM, POAMIICS MaJIbYMK C OLICH-
Ko¥i 110 mKaje Amnrap 7—S8 6amnos, ¢ maccoii 1570 r, jm-
HOI — 42 ¢M, OKPY>KHOCTBIO TOJIOBHI ¥ Ipyau — 33 cM U
25 ¢M COOTBETCTBEHHO (CO CJIOB poauTeneit, PeHOTUTIH-
YyecKast CXOXeCThb C yMepIleit cecTpoit).

B pommome ¢ TiepBBIX THEH KM3HU OTMEYAINCh HU3-
Kas TprbaBKa B Bece, Bsijlasl peaKius Ha OCMOTp, HU3-
Kasl IBUTaTeIbHAs aKTUBHOCTH, HETPOMKMI CIa0bIi
KpUK, cyodeopunbHas Temiieparypa tena (37—37,5 °C).
YObIIb Macchl Tejla cocTaBuia Ha 5-e cytku 5,7%. Ilpu
00cJIemoBaHUM B PONIIOME BIIEPBBIC BBISIBJICHA TUIICPIJIN-
keMus (06osee 12 MMOJIb/JT), UTO MOCIIYKIIIO ITIOBOIOM K
MepeBOIy MALIMEHTa I JaIbHEHIIIeTo 00CcIeI0BaHUS B
LenTpansHyto paiionHyo oonpHUL (LIPB). B nerckom
otneneHuun LIPb nmo MecTy XkuteabcTBa B aHaIM3ax Kpo-
BHM JI0 3-HeIeIbHOTO BO3pacTa peruCTPpUPOBATUCH ITOBBI-
IIeHNEe TIUKEMUM ¢ MAaKCUMaJIbHBIMM 3HAUYCHUSIMH 0
22,2 MMOJIB/1 (B pasHOE BpeMsl CYTOK) U TJIFOKO3YpHSI,
IIpY 3TOM TIPU3HAKOB KeToalumo3a (JJabopaTOpHBIX U
KIMHUYECKUX) HE OTMEUYCHO. YUUTBIBAsI SITM30IbI THIIEp-
IJIMKEMUH, TAIIMEHTY BBOAMIIN Y€JI0BEUSCKUI peKOMOM-
HAHTHBIN MHCYJIWH KOPOTKOTro AeiictBus (XymynuH P)
o 0,1—0,3 EJl nmpu rmukemuu Boimre 11 mmons/n. Ha
¢oHe NeyeHus 1adopaTOPHBII KOHTPOJIb BHISIBUI TCH-
JIEHIIUIO K HOpMaJIn3aluy TJIMKEMUU U CHIDKCHUE T10-
TpedbHocTu B uHcynuHe. [Tocie 20 cyT ku3Hu oOHapy-
JKEHO CHIKEHME MIMKEMUH B yTpeHHUe Jackl (B 6:00) 1o
2,4 MMOJIb/JI B OTCYTCTBHUE TePATUM MHCYIUHOM.

s yrouHeHUsT NMarHo3a MalueHT ObLI HaIIpaBJIeH
B KI'BY3 «KpacHosipckuit KpaeBoi KIMHUYECKUI LIEHTP
OXpaHBl MAaTePUHCTBA U AeTCTBa». [Ipu mocTyIieHuu B
OTIeJIeHMEe TAaTOJOTUM HOBOPOXIESHHBIX: BhIpaXKeHHasI
TUIOTpodus (OTCYTCTBUE TTOAKOXHO-XXHUPOBOIO CJIOS,
Macca — 1990 r, mpubaBka 3a 23 cyt +480,0 1), cHUXXKeHue
usmonornyeckux pedaekcoB, MbIIIIEYHASI TUTIOTOHMS,
MHOXECTBEHHBIC CTUTMBI TUCOIMOpHOTeHe3a (IUTMHHBIE
YepHBIE KECTKIE BOJIOCHI B 00JIACTH BOJIOCUCTON YacTH
TOJIOBBI, OOJIBIITNE TUCTUIACTUIHBIE HU3KOPACTIOIOXKEH-
HBIC YIITHBIC PAKOBUHBI, pa3pe3 IJ1a3 011ke K MOHT0JIO-
HUIHOMY, Y3KHE TJIa3HbIC IIEIHN, CSITIOBUIHBIN HOC, O0JIb-
IIIOH POT, BBICOKOE HE00, HU3KOE PACIIOIOXEHHE ITyTIKa,
OpaxuaaKTUINS, HEMPABWIbHBINA POCT HOITEN HA MaJlb-
11aX BEpPXHUX KOHEUHOCTEH ), U3MEHEHUS KOXM (CHIKE-
HHUE Typropa, nuddy3sHoe MeJKOILUIaCTUHYATOE IIeTy-
ILIEHUE, TUPCYTU3M), YBEIMUECHHBIN B 00beMe JKUBOT 3a
CYET TMITIOTOHUM TIepeaHel OprolHoi cTeHKH (puc. 1).

CASE REPORT

Puc. 1. BHewHW BUA NAUMEHTA C HEOHaTaAbHbIM CaxapHbIM Anabe-
TOM.

INeuens, cene3eHka He yBelnveHbl. [1pu ayckynbrauum
cepaLa ONpeaesIsiCsa AYOUUA CUCTOIUYECKUNA 1TyM T10
MpaBOMY Kpalo I'pyaIrHbI Ha (pOHE PUTMUYHBIX TTPUTITY-
meHHbIX ToOHOB cepaua, YCC 128 B MUHyTY.

[Ipu mocTyuIeHNY TIMKeMUs cocTaBuiIa 14,8 MMOJTb/I1,
B CBSI31 C YeM OJHOKPATHO BBEIEH MHCYJIMH KOPOTKOIO
neiictBust (Aktparnun) B no3e 0,1 EI/xr. B mocnenytomem
Tepanusi UHCYJMHOM He IpoBoawiack. KpyriocyTouHbrit
MOHUTOPUHT ITIOKO3bI KPOBU B OTCYTCTBUE MHBEKIIUIA MH-
CyJIMHA OOHAPYXKWII PETyJISIPHBIC TSDKEIble aCHMITTOMATH -
YeCKHe TUMOTJIMKEMUU (MUHUMaJIbHas TIUKEMUS
0,8 MMosb/) (puc. 2).

3a nepuon rocriutanu3anuu (3 Hex) pedeHOK Haxo-
JIUJICS Ha TUTAHOBOW BHYTpMBEHHOM nHOy3un 10% pac-
TBOpa IVIIOKO3bI, TOJy4dan sHTepanbHoe (Dpucosom,
®dpucorenr, Ppucosiak) U MapeHTEpaIILHOE TUTAHUE
(Mude3om). B TeueHue Bcero HaOMIONEHUST TPUKIBI OT-
MEUaJIMCh SMU30bI BHIPAKEHHOTO O€CIIOKONCTBA, TOSIB-
JICHHSI MPaMOPHOCTH, MIPU3HAKOB Mape3a KUIIeYHUKa
(B3myTHeE XUBOTA, OTCYTCTBHUE TEPUCTATBTUKH, CTYyJIa U
ra3oB), C BbIIEJEHUEM 10 30HIY U3 XKeayaKa O0JIbIIOro
KOJIMYECTBA BO3IyXa M MOJIOYHOM cMecHu 0e3 mpuMecu
KETYU U TyOAeHAJIbHOTO CONEePKUMOro Ha hoHE HOP-
MaJIbHBIX TTOKa3aTesieit 2JIEKTPOJIUTOB KPOBU, TIMKEMUU
1 0€3 BhIPaXKEHHBIX MaTOJOTMYECKMX U3MEHEHMI Ha 00-
30pHOI pEeHTreHOrpaMMe OPraHOB OPIOLIHON MOJOCTH.
CrenyeT OTMETUTh, YTO BHE IIPUCTYIIOB «IIape3a KMIIey-
HUKa» CTYJI ObLJT peryJIsapHBbIii, 0€3 0cCOOeHHOCTEI, pede-
HOK CaMOCTOSITEJIbHO aKTUBHO cocasl (DU3UOJIOTUICCKUI
00beM MUTaHUS, He cpbirMBaji. BmecTe ¢ TeM nmpubaBka
B Bece OTCYTCTBOBaJja (puc. 3).

Pe3ynbTaThl BEITOTHEHHBIX MHCTPYMEHTATBHBIX 00-
clieNOBaHMI TIpeCTaBIeHbI B Ta0JI. 4.

[Tpu 1abopaTOPHBIX UCCAETOBAHUSX BBISBICHBI CHHU-
>XeHue remorjaoouHa no 75 r/a (Hopma 110—147), spu-
TpoLuUTOB 10 2,6-10'2/n1 (HopMma 3,5—4,5-10'%/71), aHu30-
LIMTO3, MOMKWJIOIIMTO3 U TUTIOXPOMUS SPUTPOLIUTOB, UYTO
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Puc. 3. AMHamuKa macchl TeAa 3a nepuoa 00CA€AOBaHUSI B KAMHUKE.

TPaKTOBAJIOCh KaK paHHSS aHeMHUS y pebeHKa ¢ TUITOTPO-
dueii. KommaecTBo JIEMKOIIMTOB ¥ TPOMOOIIUTOB BO BCEX
aHaJM3ax — B IIpe/eliax Bo3pacTHoi HopMEL. Mcciemo-
BaHWeE JINITAAOTPAMMEI IIOKA3aJI0 CHIKEHIE X0JIeCTepH-
Ha 10 0,9 mMmonb/n (HopMma 1,6—4.,9), 4T0, BEpOSITHO,
OBLIO CBSI3aHO C YaCTBIMM TUTIOTIIMKEMHUSIMU 1 UCTIOJb-
30BaHVEM JIUIUAOB B KaYeCTBE SHEPIETUUECKOro Cy0-
ctpata. AktuBHOCTb AJIT, ACT, KOHLIEHTpalysl OUJIn-
pybuHa, obliero 6eaka, TPUIIMUEPUAOB, Kajlvsl, HaTpusl,
KETOHOBBIX TEJI, MOUEBOI KMCJIOTHI B CBIBOPOTKE KPOBHU
OCTaBaJICh HOPMAJILHEIMU B TEUSHUE BCETO TTeproIa Ha-
omonenus. BaxHo, uro pH u ra3oBblii cOCTaB KPOBU He
ObLIM HapylleHbl. JIOMOJHUTENBHO y pebeHKa 0OHapy-

JKEHBI TTOJIOXKUTETbHBIE aHTUTENa Ki1acca G K IuToMera-
JIOBUPYCY, BUPYCY Teprieca U TOKCOTIa3MO3y B BBICOKOM
TUTpPE, Y MaTePU — TIOJIOXKUTEITbHBIE aHTUTENIa KJIaCCOB
M u G k nuromerajioBupycy, kiacca G — K BUpycy rep-
reca U TOKCOITJIa3M03y B BHICOKOM TUTpE.

Ha ¢one runormmkemMun onpenessuii KOHIIEHTpa-
[0 KOHTPUHCYJISIPHBIX TOPMOHOB: COMaTOTPOITHA —
113,4 ur/ma (Hopma >10), koptusona — 260 HMOJIb/JT
(nopma 150—660), TTT' — 1,31 MxExa/ma (Hopma 0,23—
3,4) — matoJioruM He BhIsIBIEHO. BMecTte ¢ TeM oOHapy-
JK€Ha CYIIECTBEHHO ITOBBIIIEHHAsT KOHIIEHTpAIWsI MHCY-
nHa — 270 HT/MJT, 0OBSICHSTIONIAST TUOJIOTUIO TUTIOTIIN -
KEMUM.
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TabAnua 4. AaHHble METOAOB BU3YaAU3aLUM

CASE REPORT

Meton

3akitoueHue

Y3U BHYTpPEHHUX OPraHOB
Y3U nouek, HAAMOYEYHUKOB U MOKETYI0UHOM XeJle3bl
Heiipoconorpadus

TunepTpodust CTeHOK XXeJIyaKa, CUMIITOM THITEPIXOTEHHOTO KUIIIEYHIKA
M3meHeHuii He 0OHapYyXeHO
Jlerkas nunaraiusi 60OKOBBIX XKeJIyI04YKOB, eTprU(UKaThl B TPOEKLIMK F'OJIOBKU

XBOCTATOTO SIIPA ¥ YeUEBULIEOOPAZHBIX sIIEp

KT ronoBHoro mosra
PentreHorpadust opraHoB rpyIHOM KJIETKH

l'unormiasust MO30JIMCTOTO Tea
TToBbllIEHHE THEBMATU3ALIMU JIETOUHOM TKaHU, B3yTHE JIETOYHBIX MOJIC, HANIpsI-

JKeHUE MeXpeOepHBIX POMEXKYTKOB, YMEPEHHOE 00OTralleHIe JIETOYHOTO PUCYHKA
B MeIWaJbHBIX 30HAX, pacIIMpeHue TeHu cepaua B nonepeynrke (KTU 56%)

DxoKT

OTKprTOC OBaJIbHOC OKHO U OTKprTbIFI apTepMaﬂbe{ﬁ IIPOTOK B TUIIMYHOM MECTEC

Tabanua 5. KoHCyAbTaumMm cneumaAnucTos

Koncynbrant 3aKkiIoueHe
Okynuct TTpusHaku aTpohum 3pUTEILHBIX HEPBOB
leneTnk CofS-CMHIPOM ¢ ayTOCOMHO-PELIECCUBHBIM TUIIOM HaClieOBaHUS (LepeOpO-0KyI0-(hallno-CKeIETHBIA CHHIPOM)

JleTcKuit SHIOKPUHOJIOT BpOoXIeHHBIN ITMIIEPUHCYTMHU3ZM

B ananuzax Mo4M KETOHOB He OBbLIO, YIEIbHBIN BeC
1002—1028, TpexKkpaTHO PerucTpUpPOBaIaCh IIIOKO3YypUs
1o 156,9 MmMob/1T (Ha ¢oHE CTPYIMHOTO BBEICHUS TITIO-
KO3HI).

[Tpu npoBeneHUK 3aMECTUTETHLHOM Tepanuu TIII0KO-
3004 TUITOTJIMKEMUM COXPAHSUIMCh C TIPEXHE 4acTOTOn
(mo 5—7 pa3/cyT) U CTENEeHbIO BEIPAXKEHHOCTH (CHUXKE-
Hue raukemuu 10 1,3—2,0 MMmosb/i). OT ganbHen1ero
00cJIeIoBaHUS C pEIlIeHUEM BOIIPOCa O JICYSHUHM 130~
KCHIOM MJI aHAJIOTOM COMAaTOCTaTMHA POIUTEIN OTKAa3a-
JIMCh, ¥ TI0 HACTOSTHUIO MaTepH MallMeHT ObLT ITepeBeacH
Ha JajbHellIee BhIXaXKMBaHYE B OOJBLHUILY 10 MECTY KU -
TeJbCTBa B Bo3pacte 1 Mmec 13 gHeit. OnepaTtuBHOE Jieue-
Hue (CyOToTabHas pe3eKIMs MOIXKETyIOUHOM XKeae3bl)
HE BBITIOJTHEHO M3-3a TSDKECTU COCTOSTHUS pebeHKa (BbI-
paxkeHHasl TUIIOTPOMUS ¥ COITYyTCTBYIOIIAS TTaTOJIOTHS ).

ITocne nepeBona B LIPB Ha 3-u cyTku y pebeHKa mo-
SIBUIMCH TurieptepMus 10 39 °C, B3ayTue X1UBOTa, YXYI-
IIWJICS aTIIIETUT JI0 TTOJIHOTO OTKAa3a OT eIbl, JIEHKOLIMTO3
CO CABUTOM JieKOIIMTapHOI (hOPMYJIbI BJIEBO (B KIIMHU-
YeCcKOM aHaim3e KpoBH). B Bospacte 1 mec 16 aHeil Ha
done rocrostHHOM MHOY3K 10% TITIOKO3BI ¥ COXPaHSI-
omeiics runornukemuu (2,9—4,6—1,3—0,6 MMoJib/i)
MPOM30IILJIa OCTAHOBKA CepIIlia, IIpK O0€3yCIeTHOCTH pe-
aHMMAaIIMOHHBIX MEPONPUSITHII KOHCTATUPOBaHA CMEPTh
pebeHka.

M3 npoTokosia marosoroaHaToOMU4YeCKOro ¥ TUCTO-
JIOTUYECKOTO UCCIIeNOBaHMS: TUTIEPTPOMUS U TUIIepILIa-
3Us1 OCTPOBKOB JlaHTepraHca Bo BCeX AOJIbKaxX MOIXKEITy-
JIOYHOM KeJIe3bl; TEeYeHb C COXPAHHOM I'MCTOAPXUTEKTO-
HMKOI 1 MUKPOCKOTTMYECKMMHM ITPU3HAKAMHU XOJIecTasa.
JonoJIHUTEeTbHO OOHAPYXEeHBI TPOAYKTUBHBII apaxHO-
WIUT, PACCTPOKCTBO TeMOIMHAMUKI Y TEMOPEOJIOTUM C
HepaBHOMEPHBIM KPOBEHAIOJHEHUEM BHYTPEHHUX OpP-
raHoB (MPEeUMYIIECTBEHHOE MaJIOKPOBHUE; TUTIEPEMUST C
arperaiueii 3pUTPOLIMTOB U BhIPAXKEHHBIN OTEK Bellle-

CTBa rOJIOBHOTO MO3Ta, CJ1a00BbIPAXKEHHBIE JIEMKOCTa3bl
B COCyJax JIETKUX U MOY€K), MHTePCTULIMAbHbBIE U3ME-
HEHUs B MIOUYEUHOI TKaHU, aKLIMAEHTaJIbHasi TpaHcGhOop-
Maliysl BUJIOYKOBOM KeJie3bl 2—3-i1 cTanuu, a TakKe aTe-
JIeKTa3bl, OPOHXMOJO0CTA3M U MakKpodarajabHblil aJbBeO-
JIUT B JIETKUX.

AuarHo3s u obcyxaenue

Pesynbrarel HAOMOAEHKST, 00CIIEAOBAHUSI U TIOCMEPT-
HOM 9KCIIePTU3HI TTO3BOJIAIN C(POPMYIMPOBATE OCHOBHOI
IUarHO3: BpoxmeHHast TaTOJIOT WS ITOMKEITYIOTHOM Kelle-
3bI C TUIIEPTPOHE 1 THIIEPIUIa3neii ocTpOBKOB JIaHTep-
raica. HeoHaranpHas TumiorymkeMus (IlepCUCTUPYIOIIas,
TsDKenast) Ha (hOHEe OPTaHMIECKOTO BApUaHTa THIICPHHCY-
JymHI3Ma. OcI0XKHEeHNE: TUTIOTIMKeMIdecKast Koma. Co-
nyTcTBytonye 3aboneBanust: COFS-cunapoMm, maHkpea-
THYEeCKast HEIOCTATOYHOCTh C TPAH3UTOPHBIMU 313014~
MU JUHAMUAYECKOM KUIIeYHOU HerpoxoauMoctu, 3BYP
111 creneHu Mo IUCIIIACTUYECKOMY THITY.

Bpoxnenusrii tunepuHcyinmaniM (BI'M) otHOCHT-
¢s K HaCJIeACTBEHHBIM 3a00JICBAaHUSM C IIPEUMYIIICCTBEH-
HBIM ayTOCOMHO-PEIIECCUBHBIM TUITOM HAacCJIeHOBaHMS,
XapaKTepu3yeTcs M30BITOYHON ceKpenreil MHCYIMHA
[-KiIeTKaMH1 TTOKEITyIOYHOM KeJIe3bl U SIBJISIETCS OMHOM
3 OCHOBHBIX IIPUYMH TSKEIBIX TIEPCUCTUPYIOIINX TH-
TMOTTIMKEMHUIT B HeoHaTaJIbHOM niepuoze [7, 20—22]. Pan
aBTOPOB YKA3BIBAIOT Ha BO3MOKHBIM ayTOCOMHO-ITOMHU-~
HaAHTHBI BapuaHT HaclegoBaHus [22].

Kputepusamu muarnosa BI'U asnsrotes [20, 21]:

— TMEePCUCTUPYIONINE HEKETOTUICCKIE THITOTJINKE-
MUU C BEICOKO TOTPEOHOCTRIO B 9K30T¢HHO BBOIMMOIL
TIIOKO03¢€ (8 MI/KT/MWH 1 60Jiee) IJIsI OIS P>KaHUsST HOp-
MOTJIMKCMUM;

— YpOBEHb MHCYJIMHA IUIa3Mbl 6osee 2,0 MEx/mi,
a TakXe HOPMAaJIbHBIM WM MOBBIIICHHBIN YPOBEHB
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C-nentuna (Ha ¢poHe TUTTOTJIMKEMUH ) B OTCYTCTBHUE JaH-
HBIX 32 MHCYJIMHOMY;

— COXpaHHasl CeKpelnsl KOHTPUHCYISIPHBIX TOPMO-
HOB (TimokaroH, koptusoji, CTT);

— TUIEPTIANKEMUYECKUI OTBET MPU MPOBEACHUM
MpPOOHI C TJIFDKATOHOM.

CoracHO TaHHBIM JIUTEPATYPHI, YACTOTa BCTpeYae-
moctu BI'M cocrasnsier 1:30 000—1:50 000 HOBOpOKIEH-
HBIX, a IIPYU OJIM3KOPOACTBEHHBIX OpaKaxX yBeIMUUBACTCS
1o 1:2500 [20—22]. ITpuunnamu BI'U gaBnsiorcs nedek-
THI TEHOB, PETYJIUPYIOIINX BHYTPUKIECTOIHBIN MeTa0b0-
JIN3M TJTIOKO3BI ¥ CEKPEINIO MHCYIMHA [3-KJIeTKaMU oI -
XKemynouHoit xene3bl (KCNJ11, ABCCS, GCK, GLUDI,
INSR, UCP2, HNF4a, HADH) [20—22]. Haunbonee Tsoxe-
JIBIA BapUAHT TUTICPUHCYIUHN3MA OTMEYAETCS IIPU MY-
tauusax reHoB KCNJ11, ABCCS, perynupyiomunx ¢yHK-
uuio AT®-3aBUCUMBIX KaHAJIOB 3-Kj1eToK. ['ucTosoru-
YeCKM yKa3aHHbIM BapyuaHT XapakTepuayercs auddy3Hoit
u/unu (poKaJIbHOM rUIlepIuia3ueil OCTPOBKOBBIX KJIETOK
U B OOJIBIIIMHCTBE CIy4acB TPeOyeT yaaaeHUS ITOMKeITy-
IIOYHOI Xene3sl [22].

ITpu cranpaptHBIX ccnenoBanusx (Y3U, KT, MPT)
MOphOIOruIecKre U3MEHEHHUSI B TTOIKETYI0YHOM XXeJle-
3¢ yacTo He Busyanusupylorcs. K Hanbosnee nHpopma-
TUBHBIM MeTOoAaM BepU(UKALIMY TUIISPILIa3uUd OCTPOB-
KOBBIX KJICTOK OTHOCST ITO3UTPOHHO-3MHUCCUOHHYIO TO-
MoTpadurio U CEIEKTUBHYIO KaTeTepU3alIMI0 COCYIOB
MMOIXKETYTOUHOM KeJIe3bl C OMpeaeieHneM KOHIICH-
Tpauuy UHCyarHA. OTHAKO 3TU METOAMKU B PYTUHHOM
MMPaKTUKE MCITOIB3YIOTCSI BeChbMa OIrpaHUIEHHO (OTCYT-
ctBue nzoronos 1 [1D9T, HEBO3MOXHOCTb MHBA3UB-
HOTO 3a00pa KPOBU Y HOBOPOXIEHHOTI0); TUMepdyHK-
LM (3-KJIETOK MOIKETYIOYHOM XKeJe3bl IIOATBePKIACTCS
MMPEUMYIIECTBEHHO Ja00paTOPHBIMU MCCIICIOBAHUSIMU
(rmmKeMus, UHCYJIMH B 11a3me) [8, 20, 21].

OcHoBHBIM MeTonoM NeueHust BI'U aBnsietcs Tepa-
MK CEJIEKTUBHBIM aroHUCTOM AT®M-3aBUCUMBIX KajIu-
€BbIX KaHaJIOB (3-KJIETOK (AMA30KCU) WIN aHaJIoTaMu
coMarocTtaTuHa (OKTpeoTHn). PaccmarpuBaeTcst BOZMOXK-
HOCTb IPUMEHEHUS TJIIOKaroHa B BUAC HEMPEPHIBHOM
WH(Y3UU ¢ UCIIOIb30BaHUEM ITOMITEI. BMecTe ¢ Tem, 1o
JAHHBIM JINTEPATYPhI, TOCTIDKEHUE HOPMOTTTMKEMUH IIPU
KOHCEPBAaTUBHOM JIEYEHNH BO3MOXHO TOJIBKO Y 50—60%
MMAIleHTOB, B OCTAJIbHBIX CIyJyasx IOKa3aHa CeJICKTUB-
Hasl WJIM cyOTOTabHas maHkpeatakTomus [7, 8, 20, 21].

Lepebpookynodanmo-ckenerHolii cuaapoM (COFS-
CUHIPOM) OTHOCUTCS K OphaHHBIM 320071 BaHUSIM, BIIep-
BbIe ormucaH B 1974 1. S. Pena u M. Schokeir. [Tomyns-
IIMOHHAs YacTOTa HeM3BECTHA, BCTPEYAeMOCTh Y JIUIL
JKEHCKOTO M MYXKCKOTIO IT0JIa OMMHAaKoBa. 3a00jieBaH1e
XapaKTepU3yeTcss ayTOCOMHO-PEIIECCUBHBIM TUIIOM Ha-
CJIEIOBAHMS C TIPEUMYIIICCTBEHHBIM MOPaKeHNUEM MO3-
ra, a3, Juila u ckeaera. B ocHoBe marojgorum — Myra-
msi reHa FRCC6/CSB (10q11), koTopasi cOIpoBOXIacT-
csl HapylleHueM 3KcLUu3noHHol penapanuu JHK npu
KpOcCC-KOMIUIeMeHTapHOM ooMeHe [23—25]. Peann3anusa
TeHEeTUYECKOTo nedeKTa cTapTyeT BHYTPUYTPOOHO, UTO

DOI: https://doi.org/10.14341/probl8336

MPUBOIUT K MHOXECTBEHHBIM ITOPOKAM 1 aHOMAaJIUSIM
pa3BUTHSI K MOMEHTY poxneHusi peoenka. Jma COFS-
CUHJIpOMa XapaKTepHBbI BHYTPUYTPOOHAs] TUIIOTPODUS,
MBIIIeYHAas! TUTIOTOHMS; TTopoku pa3sutusg LHHC (Mu-
Kpoledanus, areHe3us MO30JIMCTOrO Tejla, TUIIOTUIa3Hs
TUIIIIOKaMITa ¥ BEPXHUX TEMEHHBIX U3BWINH, aTpOGhUs
3PUTEIBHBIX HEPBOB, MUKPOTUPHS 0a3MUISIPHBIX IIOBEPX-
HOCTeI), TUIeBble aHOMAaIUHU (CEMTOBUIHBINA HOC, CKO-
IICHHBIH J100, 0OJIbIINE HU3KOPACIIONIOXEHHBIE YIITHBIC
PaKOBMHBI, MUKPO(DTAIBMUSI, TUIIOILIA3HS BEpXHEI ye-
JIIOCTH, PETPOTHATUSI), aHOMaJIUU cKeJyieTa (KU(POCKO-
JINO03, cTUOATEIbHBIE KOHTPAKTYPhI KPYITHBIX CYCTaBOB,
BBIBUX Ta300€IPEHHBIX CYCTABOB WU MUCILIA3US BEPT-
JIYXKHOM BIAgWHBI, Y3KUI Ta3), MOPOKU Pa3BUTUSI BHY-
TPEHHUX OpraHoB (HauboJiee YacTo MoYeK U cepala),
OTCTaBaHUE (PU3NYECKOTO U IICUXOMOTOPHOTO Pa3Bu-
™ [23, 24, 25]. I1pu 3TOM CUHIpPOME OTMEUaeTcs BbI-
COKas JICTAIbHOCTD Ha TIEPBOM IOy KM3HM BCJICICTBUE
pecniupaTopHbIx MHMekumii [23—25]. CBeaeHuit o CBS-
31 COFS-cunnpoMa c ruriepiuiasueii ocTpoBKoB JlaH-
repraHca He HaliIeHO.

JMCKYCCHOHHBIM OCTAaeTCsI BOIIPOC O CaXapHOM IH-
abeTe ¢ BBICOKMMM 3HAYCHUSIMU TIIUKEMUU, TTIOTPeOO-
BaBIIMMM Ha3HAYCHMST MHCYJIMHA B TIEPBBIC THU KM3-
HU. Pa3zBuTHE TpaH3UTOPHOIO HEOHATaJIbHOIO AuabeTa
B OOJIBIIMHCTBE CIy4aeB 00YCIOBIICHO MyTallveil B TeHe
KCNJ11 (TreTepo3UroTHOEe HOCUTENLCTBO) [22]. Apyrum
BEPOSITHBIM MEXaHU3MOM Pa3BUTHS TUIICPIIMKEMUN B
TepBbIe THU XKU3HU Y TaHHOTO pedeHKa, 110 HallleMy MHe-
HUIO, MOIJIO OBITh TPAH3UTOPHOE MOBBIIIICHUE CEKPETOP-
HO# PYHKIIMHU O-KJIETOK, KOTOPBIE COCTaBISIOT 15—20%
MyJia OCTPOBKOBBIX KJIETOK U Ha ¢oHe TudPy3HOI THU-
nepTpodun 1 TUIepIIa3uy OCTPOBKOB JlaHrepranca Mo-
TYT CEKPETUPOBATh U30BITOK IITFOKArOHA, MOBBIIIAIOIIETO
YPOBEHb ITIOKO3bI KPOBH; 3TH K€ MEXaHU3MbI OOBSICHSI-
FOT TUIIOXOJIECTEpUHEMUIO, OOHAPYKEHHYIO Y IMalleHTa
(JIUIIOIMTHUYECKOE NeHCTBUE IIIIOKAroHa).

Dnu301bl «Iape3a KUIIeYHNKa», HabonacMble B
CTaIlMOHApPEe, BO3MOXKHO, ObLUIN CBSI3aHbI C TPAH3UTOPHOM
JTUHAMUAYECKON KUIIEYHO HEMPOXOANUMOCTbBIO Ha (DOHE
BHEITHECEKPETOPHOM MaHKPeaTU4eCKoil HeMOCTaTOYHO-
ctu. B nureparype omrcaHo yMeHbIleHUe (YHKIITMOHU -
PYIOLIEN SK30KPUMHHOM MAaCCHI IMOIKEIYIOYHOMN XKee-
3bI TIPY SHIAOKPUHHBIX MaHKpeaTomaTusx. Jpyrum mMe-
XaHU3MOM CHIDKEeHMST (pepMeHTOOpa3yolei (GyHKIIUN
TOKEITYTOUYHO 3KeIe3bl MOXET ObITh IUCOAIAaHC TOPMO-
HOB, PEryJIMPYIOIINX MaHKpeaTUIeCKyIo cekperuio. 13-
BECTHO, UTO COMATOCTaTUH (CEKpeTUpyeTcs O-KICTKAMM )
WHTUOMPYET BhIICICHNE TaCTPUHA, CEKPEIINIO COJISTHOMI
KHCJIOTHI KETYIKOM U IMOCTYIIJICHUE NOHOB KaJIbIINS B
KJIETKM MMaHKPeaTUYeCKUX OCTPOBKOB, a TTAHKpeaThuie-
ckuit nonunentun (cekpetupyercst PP-knerkamu) siBis-
€TCSI aHTarOHMCTOM XOJIELIMCTOKMHIHA. CoOMaTOCTaTUH
CHIKaeT 0a3aJbHYIO U CTUMYJIUPOBAHHYIO ITAaHKpEaTH -
geckylo cekpelnio Ha 50% (mpsiMoe yrHeTtaroliee nei-
CTBUE U BCJICACTBUEC MHTUOMPOBAHMS XOJICIIMCTOKUHIHA)
[26, 27]. T'mokaroH B MajbIX 103aX HapyllaeT BbIpabOT-
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KY TPUIICMHA M JIMIA3bl, B OOJIbIINX KOHLEHTPALUSIX —
amunassl [27, 28]. Psa aBTOpOB yKa3bIBaIOT Ha TO, YTO
[JIIOKATOH MOXET MHULIMUPOBATh aTPOMUIO TOIKETY-
JIOYHOI Xene3nl [28].

3akAloueHue

IlepcucTupyoline TsoKeIble TMITOKETOTUIeCKUe T~
TIOTJIMKEMUM C TIEPBBIX JHEH KU3HU, BbICOKAs IMOTPEO-
HOCTb B 9K30T€HHOI1 ITI0KO3€, HOpMaJibHast KOHIIEHTpa-
LIMSI KOHTPUHCYJISIPHBIX TOPMOHOB, a TaKXKe JOKa3aHHasI
TUITEPUHCYJIMHEMUST TIO3BOJIIIN BepU(UILIMPOBATh Y aH-
HOTO TMallMeHTa BPOXACHHBIN TUIepUHCYIMHNU3M. Bepo-
SITHOW IIPUYMHOM BPOKIEHHOM MAaTOJI0TMU MOIXKETYI0Y -
HOI1 XXeJie3bl CJEAYET CUUTATh TeHETUUeCKUi neeKT (He
uckiovaercs nedpekt KCNJ11 c ayToCOMHO-PeLeCCUB-
HBIM HacjenoBaHUeM). DKCIPECCUBHOCTb ITaTOJIOTMYe-
CKOTro reHa B TaHHOM cCJTyyae MorJa ObITh Mpeaonpee-
JieHa KPOBHOPOJCTBEHHBIM (MHIIECTHBIM) POIUTEIBCKUM
OpaKkoM, Ip1 KOTOPOM OCHOBHYIO OITAaCHOCTb ITPENCTaB-
JISIIOT UMEHHO ayTOCOMHO-PEeLIeCCUBHbBIE 3a001eBaHUS.

YuuThiBasi orpaHMYEHHbIE BO3MOXHOCTH KOHCEP-
BaTMBHOTO M OINEPAaTUBHOTIO JIEYSHUSI, €IMHCTBEHHBIM
BO3MOKHBIM METOJIOM KOPPEKIIUU TUTIOTIMKEMUU Y Pe-

CASE REPORT

OcHKa OBLIY IIOCTOSIHHBIC BHYTPUBEHHBIC TOTAIIMHU K30~
TeHHOM TJTI0KO03bI. CyIIeCTBEHHO MOBBIIIIEHHAS MHCYJIH-
HeMusI Ha (poHEe OpraHNIeCKOro BapuaHTa TMIICPUHCYIIN-
HHU3Ma, a TaKXKe TsoKeJloe oblIee COCTOSTHUE 00YCIOBUIIN
KPUTUYECKOE CHIDKEHE YPOBHS TIIOKO3BI KPOBU Y TaH-
HOTO MaIlMeHTAa C JICTAIbHBIM UCXOIO0M.

[IpencraBneHHOE HAOIIOACHNE IEMOHCTPUPYET KITH-
HUYECKUE U TUarHOCTUYECKUE CIOKHOCTH BeICHUS T1a-
LIMEHTOB C HEOHATAJbHBIMU TUTIOTJIMKEMUSIMU, a TAKXKE
TPYAHOCTH TepaIrieBTUYECKOrO IJIaHa.

AonoAHuTeAbHast uHGopmaums

KoHaukT unrepecos. ABTOPbI IEKJIapUPYIOT OTCYTCTBHE SIBHBIX U O~
TEeHUMATbHBIX KOHGMIUKTOB MHTEPECOB, CBA3aHHbBIX C MyOIuKalueit
HACTOSIILIE CTaThH.

Ucrounukn punancuposanus. [TonckoBo-aHanuTuueckast pabora u
MOJIrOTOBKA CTaThHM OCYLIECTBICHBI HA TMYHBIC CPEICTBA AaBTOPCKOTO
KOJIJIEKTHBA.

Cornacue nanueHTa. 3aKOHHBIN MTPEICTABUTEIb MALIMEHTa Jal MUCh-
MEHHOE CoTJIacKe Ha MyOIMKaLUIo METUITMHCKUX TAHHBIX B XKypHaJIe
«[1po6eMbl SHIOKPUHOJIOTUM».

VYuacrtue aBTopoB. Bce aBTOpbI MpHKUMANK y4acTie B HAOTIONCHUH Ta-
LIMEeHTa, BHEC/IM 3HAYMMBII BKJIaJ B TIPOBEICHUE TOUCKOBO-aHATUTH -
4YeCKOil paboThl U MOATOTOBKY CTAThH, IPOWIN U ON00pWIN bUHATb-
HYIO BEPCHIO [I0 MyOIMKALINH.
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