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Pe3ztome

Hean. IIpencTaBuTh KIMHUYESCKWH CIydall MEPCUCTUPYIOMIEH THIIOTJIMKEMUH Y HOBOPOXICHHOTO
peOeHka

Metoguxa. IlpencraBneH HaOJMOAaeMbIi  aBTOpaMU  KIMHHYECKUH Cllydall  TEPCUCTHPYOIICH
TUTOTIINKEMAN y HOBOpPOXKJIEeHHOTo pebeHka. [IpoBemeH aHamWM3 MaTepwaaoB KapThl CTallMOHAPHOTO
0OJBHOTO, PE3yNHTATOB KIMHUYECKUX, JTAOOPATOPHBIX, WHCTPYMEHTAIBHBIX METOAOB OO0CIEIOBaHUSI.
[Ipoananu3mpoBana OTEeYECTBEHHAas W 3apyOekHas JHTEepaTypa IO TpolieMe IePCHCTUPYIOIIIX
TUIIOTJIMKEMUM, BPOXKJAEHHOTO TUIEPUHCYIMHU3MA. [IpoBeneH CpaBHUTENBbHBIM aHalW3 KIMHUYECKHX
MIPOSIBJICHHI, 0OCOOCHHOCTEH Tepaniy B PaHEe OMUCAHHBIX CIyYasX MEPCUCTUPYIOIIUX TUIOTIMKEMUH.

PesyabTarel. I[lepcuctupyiolye HeoHAaTaJbHbIE THUIOTIMKEMHH — THIOTTUKEMUH, COXpaHSIOIMIHNEcs
Oonee 7 cyTOK *KHM3HM HOBOpOKAeHHOr0. Hanbonee yacTple NpUUMHBI NEPCUCTUPYIOIUX TUIIOTIIUKEMHUI:
Je(UUUT KOHTPUHCYJSIPHBIX TOPMOHOB, CHM)KCHHE YYBCTBUTEIBHOCTH K aJPEHOKOPTHUKOTPOIHOMY
TOPMOHY, THIEPUHCYIMHU3M (cuHApoM bekButa-Bupemana, rumepruiasus Wi ageHOMa KIETOK
ocTpoBKOB JlaHrepranca, HU3UAKOOIacTO3), OOJIE3HH, CBSI3aHHBIC C HAPYIICHUEM CHHTE3a aMHHOKHCIIOT
W HapyLICHWEM OKHUCIICHHS XKMPHBIX KHCIOT, ¢ HapylIeHHeM 00pa30BaHHS TIIIOKO3bI MedeHbro. Hamu
NpeACTaBiIeH Ciydyail HaOMIOJCHUS pPeOCHKa ¢ MEePCUCTUPYIOIIEH THUIOTIHUKEMHEH, TNPUBEICHBI
pe3ybTaThl AUATHOCTHUECKOTO TIOMCKA X OCOOCHHOCTH MPOBEACHHOTO JICYCHUS.

3akiurouenue. IlpencraBieHHbII  HaMuM  KIMHUYECKUH  clIyyall  JEMOHCTPUPYET  &JITOPUTM
JUAarHOCTUYECKOTO TOMCKa TPU BBIIBICHUH CIIy4aeB TSDKEJOW MEPCUCTHPYIOLIEH THMIOTIMKEMHU Y
HOBOPO’KIEHHOT'O, KOTOpas 0e3 aJeKBaTHOW Teparuu XapaKTepHU3yeTcsi HeOJNarONpHUsITHBIM MPOTHO30M
JUIA IMallKMEeHTAa. BaxxHBIM sBIISIETCS PpaHHEC BBIABJICHHUC THIIOTJIMKEMUYCCKUX COCTOSTHUM HE3aBHCHMO OT
UX DOTHOMATOTEHEe3a, a TaKXKe IMaTOreHeTHYecKas KOPPEKIHs, BKIOYAIOMias KyNMHPOBAaHUE JTHUX
COCTOSIHUH, UTO MO3BOJISIET COXPAHUTD KU3Hb PEOCHKY, a TAKXKE B KATAMHE3€ yJIYUIIUTh KAYeCTBO KU3HU
BBU/IY CBOEBPEMEHHOI'0 MPEAYNPEXICHUS TKENON 1iepeOpaIbHOM MAaTONIOTMY B HEOHATAIBHOM IIEPHOJIE.

Knrouegvle cnosa: mepcucTUPYIOIIME TUIIOTIMKEMHUH, THIEPUHCYIUHU3M, HOBOPOXKIEHHbIE, CHHAPOM
bexBura-Bunemana
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Abstract
Objective. To present a clinical case of persistent hypoglycemia in a newborn child.

Methods. We presented a clinical case of persistent hypoglycemia in a newborn child. We analyzed the
materials of the inpatient card, the results of clinical, laboratory, and instrumental diagnostic methods. We
analyzed domestic and foreign literature on the issue of persistent hypoglycemia and congenital
hyperinsulinism. We conducted a comparative analysis of clinical manifestations, therapy in previously
described cases of persistent hypoglycemia.

Results. Persistent neonatal hypoglycemia is hypoglycemia that persists for more than 7 days of a
newborn's life. The most common causes of persistent neonatal hypoglycemia are deficiency of
contrainsular hormones, decreased sensitivity to adrenocorticotropic hormone, hyperinsulinism
(Beckwith-Wiedemann syndrome, hyperplasia, adenoma of cells of the islets of Langerhans,
nisidioblastosis), diseases associated with impaired synthesis of amino acids and impaired oxidation of
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fatty acids, with impaired formation liver glucose. We present a case of observation of a child with
persistent hypoglycemia, and we present the results of a diagnostic search and the features of the
treatment.

Conclusions. The presented clinical case demonstrates a diagnostic search algorithm for detecting cases
of severe persistent hypoglycemia in a newborn, which, without adequate therapy, is characterized by an
unfavorable prognosis for the patient. Important aspects are the early detection of hypoglycemic
conditions, regardless of their etiopathogenesis, pathogenic correction, including the relief of these
conditions. These aspects save the life of the child and improve the quality of life in the future due to the
timely prevention of severe cerebral pathology in the neonatal period.

Keywords: persistent hypoglycemia, hyperinsulinism, newborns, Beckwith-Wiedemann syndrome

BBepgeHune

HeoHaranbHble TUIOTIIMKEMHH SIBJISIOTCS ~ aKTyaJbHOM TMpPOOJEMOW HEOHATOJOTMU U JCTCKOH
SHJIOKPUHOJIOTMH BBUIY 4aCTOr0 OECCUMIITOMHOTO TCUCHHS M HEOIaronpusaTHOro Bo3zaekcTeus Ha [THC,
YTO BIOCJEACTBUU MOXXET MPUBOAUTH K PA3IMYHBIM HEBPOJOTMYECKUM HAPYIICHUSM B INOCTHATAJILHOM
MepHUo/ie, B TOM YHCIIEe K He0OOpaTUMOMY TIOPaKEHHUIO TOJI0BHOTO Mo3ra [1, 8, 9, 14].

Knuangeckne mposBICHUSMH HEOHATANbHOW THIOTIIMKEMHH BapwaOeNbHBI — OT OECCHMITOMHOTO
TEUEHUs, YMEPEHHOMN TJIa3HOW CUMIITOMATUKU M BAJIOCTU JI0 TSDKEJIOW HEHPOTJIMKOINEHUH, C PA3BUTHEM
3MU30/I0B aIllHO?, CYA0POTr, KOMOTO3HBIX COCTOSHUN. CTOUTh OTMETHTbD, YTO OCOOCHHOCTHIO KIIMHUYECKHUX
MPOSIBICHUIA THUIIOTJIUKEMHUH Y HOBOPOXICHHBIX SBISCTCS HECHCHU(OUIHOCTh CHMIITOMOB, KOTOPBIC
MOTYT TPOSIBIATBECA TPHU pasnuyHoi maronoruu. CymecTByoT auddepeHnnarI»HO-IHarHoCTHIeCKIe
MPU3HAKKA HEOHATANBHBIX THUIOTJIMKeMHH (Tpuaga YWMIUIa), Takhe KaK TOSBICHHE KINMHUIECKUX
CUMITOMOB TIpH JJA0OPATOPHO HU3KOM YPOBHE TIIFOKO3BI B KPOBH, HCUE3HOBEHHE ATHX CHMIITOMOB IPU
HOpMAJIM3AIMA YPOBHS IJIMKEMHU, BO30OHOBJICHHE KIMHHUYECKUX CHUMIITOMOB IPU CHUXKCHHH YPOBHS
rukemuu [4, 10, 14].

Hanbonee 4acTo y HOBOPOXICHHBIX PETHUCTPUPYIOTCS TPaH3UTOPHBIE THUIOTIMKeMUW. Ecmu
TUIIOTJIMKEMHUSI COXpaHseTCcsd MOocie 72 4YacoB JKW3HHM, PELUAMBUPYET IOCIE JOJDKHOTO JICYEHHS,
HE00XOIUMO IPOBEACHNE AOTOIHUTEILHOIO 00CIeI0BaHMUS AJIsl BBIACHEHUS IPUIMHBI IEPCUCTUPYIOIIEH
runoriaukeMud. Hanbonee yacTbiMu NpUYMHAMY MEPCUCTHPYIOLIEH THIIOTIIMKEMHUH SIBISIOTCS Ae(UINUT
KOHTPHHCYJISIPHBIX TOPMOHOB (TJIFOKaroHa, COMaTOTPOIHHA, KOPTHU30JIa), CHIDKEHNE YyBCTBUTEILHOCTH K
aIpEHOKOPTHKOTPOITHOMY FOPMOHY, TUTIEPHHCYITMHU3M (cuHApoM bekBuTa-Buaemana, rurepruiazus uim
aJieHoMa KIIETOK OCTpPOBKOB JlaHTepraHca, CHHAPOM «IM3PETYISAIHH» B-KIETOK (HH3HIM00IACcTO3)),
0one3HH, CBA3aHHBIE C HAapyLUIeHHEM CHHTE3a AaMHUHOKHCIOT (0OJNE3Hb KIJIIEHOBOTO CHPOIIA,
METHJIMAJIOHOBAsl AauWAEeMHs, NPONHMOHOBAs AlUIEMHs, THPO3UHEMHS), C HApYIIEHHEM OKHCICHUS
JKUPHBIX KUCIOT (Ae(UIHUT AETHIPOreHas3sl alleTHIIKO3H3UMa A JJIMHHO- U KOPOTKOLETIOYEUHBIX HKHUPHBIX
KHCIIOT), C HapyIIEHUEM 00pa30BaHUs TIIIOKO3bI meueHbt0 (I Tum riamkoreHHoi 601e3HU, TalaKTO3eMIs,
JeQUIUT TIMKOT€HCUHTETA3bl, neuuuT GpykTo30-1,6-mudocdaraser) [4, 9, 13]. CTOUT OTMETUTH, UTO
OOJIBIIMHCTBO TEPEYHCIICHHBIX HO30JIOTHH OTHOCITCS K Tpymne opdaHHBIX 3a00JIeBaHUM, YacToTa
BCTPEYaEMOCTH KOTOPBIX HEBEJIMKA, CJIE€JOBATEIbHO, HACTOPOKEHHOCTh Bpauyell OTHOCHUTEIIBHO pHUCKa
POXIEHHS HOBOPOKACHHBIX C JAHHOH MaTONOTUel HEBBICOKAS.

LIGJ'IB HCCICOOBAaHUA — OIIMCAaTh cnyqaﬁ Ha6J'IIO}1€HI/I$I pe6eHKa C HepCHCTprIOH.IGﬁ FI/IHOFHHKCMHeﬁ,
MMPUBECTHU PE3YJIbTAThl JUATHOCTUYCCKOI'O ITOUCKA U 0COOEHHOCTH MMPOBCACHHOI'O JICUCHU .

OnucaHune KnMHnYecKoro cnyyas

Pebenok C. poaunace 16.09.22 ot mMaTepu ¢ OTATOIIECHHBIM COMAaTHUYECKUM aHAMHE30M (MHOMIHS cpeqHen
CTETIeHH, XpOHUYECKass HUKOTHHOBAasA MHTOKcUKausa) ot V-it 6epemenHoctH (I-111 3aBepimnuce pogamu
3I0POBBIX, CO CIIOB MaTepH, neTeit, [V 6epeMeHHOCTh ObLTa 3aMepIneii Ha cpoke 8 Hellenb), IpPOoTeKaBIIen
Ha (oHe recTaloHHOro nuenoHedpura B 25 u 31 Hexento recranuu (cTanroHapHoe yedeHue B LIPb —
aHTHOAKTEepHAIbHAS Tepamus), ¢ 33 Helenn — TeCTAIMOHHBIN caxapHBId Auaber, Ha 3-M CKPUHUHTOBOM
V3U (33 Henmens) y mioma AuarHoctupoBaHa Makporioccusa. Pomwr IV, cBoeBpemennsie, B cpoke 40
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HEJeNb, YPE3MEPHO KPYIMHBIM HOBOPOXKICHHBIM, Yepe3 €CTCCTBEHHBIC POJIOBBIC ITYTH, 3aTPYAHCHUC
BhIBeieHUs TuieunkoB. [11[P matepu Ha Covid-19 nmonoxurensHbi ot 16.09.22.

Macca npu poxaenun — 4940 r, niuHa — 57 cM, OKPY>KHOCTH TOJIOBBI — 36 €M, OKPYXKHOCTb T'pYyJIHOH
kieTkd — 39 cm. Ouenka mo mkane AIIIAP 8-8 GamnoB. PeGeHok mocie poxxaeHns ObIT TiepeBefieH B
OPulTH/I B 30HY «A» B CBSI3U ¢ IepuHATaIBFHBIM KOHTakTOM 110 Covid-19, npu3HakaMu nrabeTndecKon
¢deronatnu. C poxneHus y peOEHKa OTMeYanach THIIEPIUTMEHTAIUST KOXU B o0iactu Oenep,
MaKpOTJIOCCHSI, TyTIO9Has TphiKa (puc. 1).

— . ""l’oﬁ"“ e ‘/

Puc. 1. Pebenok C., 3-¢ CYTKH XU3HHU. ®deHoTUIINYECKHE OCOOEHHOCTH: MaKpoCOMHUs, MaKpOIJIOCCHd,
ACCUMCTPUA BEPXHUX KOHCYHOCTEH

dusnonornueckue peduieKChl HOBOPOKACHHOIO CHUKEHBI, HECTOMKHE. B Jerkux ApIxaHue mpoBOIUTCS
Bo Bce otgensl, YJJ 40-46 B wmuHyTy. TOHBI cepAla HPUNIYIIEHB, PUTMHYHBIC,
CHCTOJIOUACTONMYECKIH 1IyM Ha ocHoBaHuu cepaua. YCC 153 B mun. AJ] 106/54 (71) mm pt. cT.
JKuBOT MSATKHMIA, yBETUUEH B pazMepax, paclIupeHo mynoynoe koinsio. [leuens +3,0 oM, cenezénka +0,5
cM. Owusmnonornveckue OoTmpaplieHuss 0e3 ocobeHHocTeld. Kopmmnace ananTupoBaHHOW MOJOYHOM
CMEChI0 Yepe3 COcKy, 00beM KopmileHHsI ycBamBana. C TMEpPBBIX CYTOK JKM3HU OTMEYalach CTOMKas
runornukemus (1,1-2,6 MMomb/1), OOIMIMii aHATW3 MOYM — KETOHOB HeT. KIMHWYECKH oTMedasach
YMEpEeHHas! MBILICYHAs TUIOTOHUS, MEPHOAMYECKH — CIOHTaHHBIA TpemMop KoHeuHocTed. Koppekums
TUTIOTJIMKEMUN TIPOBOIMIACH OOMFOCHBIM BBerieHreM 10% riroko3sl (rmmkemus 1,0-2,6 MMOIB/I1, TIocIie
BBesieHUS 4 MiI/Kr OostocHO MemieHHO 10% riroko3sl yepe3 30 MUHYT riroKo3a B mpenenax 3,2-4,6
MMOJIb/J). YpOBeHb UHCY/IMHA Ha poHe runorirkemun —10,2 MKEn/Mi. Pe3ynbTaThl HHCTpYMEHTAIBHBIX
MeTosioB oOcnenoBanus (Y3M) mokazanu UMEHOIIYIOCS y peOeHKAa YMEPEHHYI0 TelaTOMErajiulio,
IuQQy3HbIe U3MEHEHUS TAPEHXUMBI [IEUEHH U CEJIE3eHKH, YBEIMUCHNE PAa3MEPOB MOYEK, ABYCTOPOHHIOIO
MHUEJI0FKTA3UI0, TAKXKE YBEJIMUYECHUE Pa3MepOB LIUTOBHIHOW jKeJe3bl. BhIIO IMpoBeNeHO HccieoBaHUE
YPOBHS TOpMOHOB HMTOBHAHOM *ene3bl M TTI', koTopoe He MOKa3ajao OTKIOHEHHH OT pedepeHCHBIX
sHaueHnit. Ha 3XO-KI' — oTkpeiToe oBabHOE OKHO (2,0 MM), OTKDBITHIA apTepuaabHBIA MpoToK (1,2
MM), cOpoc cieBa HampaBo. Ha HelipocoHOrpaduu — KHCTBI COCYAUCTBIX CIUISTEHHH C JBYX CTOPOH,
T Py3HbIC U3MEHEHUSI TAPEHXUMBI TOJIOBHOTO MO3Ta.

Ha 6-e cyTkum >xu3HM Hawyata B/B moctosiHHas uHQy3us 15-20% pacTBOpoM TIIIOKO3BL. Pe3ynbrarh
HEOHATAJIBHOIO  CKPUHUHIA MCKIIOUWIM  BpPOXKIEHHBIM runotupeo3, BJIKH, wmykoBucuumos,
(denmnkeToHypHIo U ranakrozemuto. Kapuorun 46 XX. Ha 8-e cyTku >ku3HHM OblIa mpoBeneHa mpoda ¢
rmokarodoMm (0,5 mr B/M), depe3 15 MHHYT ypoBeHb TIUIIOKO3bI KpoBH 6,0 MMoOJib/i1. PeGeHOk ObLI
KOHCYJBTHPOBaH JETCKUM OJHJOKPWHOJOTOM, OBUI BBICTABI€H JAHAarHO3 — TEPCHUCTHPYIOIINE
TUTNOTJINKEMHHN,  3aMoJI03PeH  BPOXKACHHBIM  THUNEPUHCYIWHU3M, CHHIpoM bekButa-Bunemana.
PexoMeHz0BaHO yBeNWYeHHE TPOICHTa B/B BBOAMMON WHGY3uu TrOK03bl 10 30% €O CKOpPOCTBIO
BBeJeHUS | MII/Kr/4ac, Il KyNMUPOBaHUS TSHKEIOW THIOTIIMKEMHW — ThrokaroH mo cxeme 0,1 mr/kr.
OtMmedanach TOJOXUTENbHAs IWHAMUKA — TIUKEMHUS ¢ 1,8 MMOJB/I MOCIie BBEICHHUS TIIFOKaroHa Ha
MOCTOSTHHON MH(Y3uH ITI0K03bI 4,0-4,3 MMOJIB/J1. Pe3ysIbTaThl reHETHYECKOTO 00CIeI0BaHUS Ha 00JIC3HU
oOMeHa MCKIIIOUWIIM HAJIMYKE Y HOBOPOXKICHHOI'O JaHHOW Ipymibl 3a0oneBanuii. Ha 15-¢ cyTku Xu3HU
JUIsl najbHeWero HaOirogeHus, oOciemoBanus u JjedeHuss peOenok mnepeseaen B OIIHH/. Tlpu
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MOCTYIUIGHUH COCTOSIHHE TSKENIOe 3a CYET MEPCHCTUPYIOUIEH THIOTIMKEMUH, HO 0e3 OTpHLATEIbHOM
JUHAMHKHU. Peaknusi Ha OCMOTp CHM)KEHA, MBILIICYHBIM TOHYC U JBMraTelbHas aKTUBHOCTb CHIJKEHBI,
pedIieKkcsl HOBOPOXKJICHHOTO BBI3BIBAIOTCS, ocnabiensl. Koxa po3oBas. ['nmasza W ciau3UcThie YUCTHIE.
OrekoB HeT. Makpormoccus. [Ipu ocmoTrpe oTMedaeTcs AacUMMETPHS BEPXHUX KOHEYHOCTCH:
OKPY>KHOCTh IIPaBOro ILI€4a COCTaBIsAeT 4,5 CM, OKPYKHOCTb JIEBOTO Iuleda — 6 cM. B serkux neixanue
MIPOBOAUTCS, ITy3puiibHOEe. TOHBI cepAlla NPUITYIIEHBI, PUTMHUYHBIC, BBICIYIINBACTCS MATKUAN
CHUCTOJIMYECKUI IIyM BIOJb JIEBOTO Kpas rpyAuHbl. JKMBOT Msrkuii, Oe30onesHeHHbIH. [ledeHsb
yBenuueHa 10 +1 cM, ceneseHka He yBennueHa. Pu3nojormyeckue OTIPaBICHUS 0e3 OCOOCHHOCTEM.
Macca tena — 5275 r. Kopmutcst azanTipoBaHHON MOJIOYHOM CMECBIO Yepe3 COCKY, APOOHO, yCBanuBaeT.
B orgenennn Obuia mpomomkeHa WH(Y3WOHHas Tepamus (moctossHHas uHOY3us 30% ToKo3bl Yepes
LEHTPAJIbHBII BEHO3HBIH KaTeTep) ¢ KOHTPOJEM IMpoGMs INIOKO3bl B AMHAMHUKE U INEPUOTUYECKUM
BBEACHUEM TIirokaroHa. OnHako, B JMHAMUKE Ha MJAHHOW TepanmuyM HECTaOWbHAs TJIMKEMHS C
TeHAeHIMeH K rumornukemun (2,6-4,2 mmonb/n). Ha 26-e CyTKM KM3HU TPH OCMOTpPE OKYJIHCTOM
JUarHOCTHPOBaHa aHTHOpeTHHomaTHs. B Bo3pacte 42 cyTok peOEHOK B CTaOMIBHOM COCTOSIHUH OBLT
nepesesieH ¢ nuarno3oM «llepcuctupyromas runornukemus. BpoxaéHueiil runepuHcyinau3M. CUHIpOM
bexsuta-Bunemana?» B ®I'BY «HMMUI s>amoxpunomorun» MunzapaBa Poccun, rme pebeHKy ObLI
Ha3HAueH AMA30KCHI, Ha (JOHE IpHeMa KOTOPOIrOo THIIOTIMKEMUH KYIHPOBAINUCH, JOCTUIHYTa CTOMKas
HOPMOTJIMKEMUsI. BBIJIO MPOBeNeHO MONEKYISIpHO-TeHETUIECKOTo uccienopanne (BoimonaeHo 01.12.22)
METOJIOM MacCOBOT'O MapajuIeIbHOI0 CEKBEHUPOBaHUS MaHenn «CaxapHbId AMaOeT-TUIEPUHCYTUHU3IMY,
Mo  pe3yjibTaTaM  KOTOPOTO  TI'EHETHYECKHMX  BapuUaHTOB, OOYCIABIMBAIOIIMX  BPOXKICHHBIH
TUIICPUHCYIMHU3M, 00HAPYKEHO HE ObLII0. PekOMeHI0BaHO NanbHElIee 00CIeI0BaHUE I UCKITFOUCHUS
cunapoma beksura-Bunemana (OMIM:1001022941).

O6cyxaeHne KIMHMYECKOro criyyas

'unornukeMusi HOBOPOXKJICHHOTO — CHIDKEHHE KOHIIEHTPAIWHU TIIOKO3bI B KPOBM MeHee 2,6 MMOJIB/J B
MEPUOJIE HOBOPOXKACHHOCTU HE3aBUCUMO OT cpoka recrauuu [4]. B 3aBUCUMOCTH OT CpPOKOB
BO3HMKHOBEHHUSl THUIOIIMKEMHUIO MOAPA3JCISIIOT HA: PAHHIO HEOHATANBHYIO TUIOTJIUKEMHIO,
BO3HUKAIOIIYIO B TiepBble 6-12 yacoB >KW3HU (B TPYINTy PUCKA MO €€ BO3HUKHOBEHHIO OTHOCAT AETEH C
3aJIePIKKON BHYTPHUYTPOOHOTO Pa3BHUTHS, POKICHHBIX OT MaTepeil ¢ caxapHbIM JAMA0ETOM, C TSDKEIOH
TeMOJIUTHYCCKON  OOJIe3HBI0  HOBOPOXJICHHBIX,  ac(UKCHeEl), KIACCHYECKYId  TPaH3UTOPHYIO
TUIOTJIMKEMHUIO, BO3HMKAIOIIYI0 B TeueHue 12-48 yacoB »u3HU (B TpyIIe pPHCKa HEIOHOIICHHBIC
HOBOPOXJCHHBIE, C 3aJepXKKOH BHYTPHYTPOOHOTO pa3BHTHS, OT MHOTOILIOMHOW OEpEeMEeHHOCTH,
HOBOPOXKJICHHBIE C TOJHUIMTEMHUEH), a TaKKe MEPCUCTUPYIONIYIO0 TUIIOTINKEMHIO, COXPAaHSIOIIYIOCS
Oonmee 7-Mm CyTOK JKM3HHA. He3aBUCMMO OT CpOKa BO3HHKHOBEHHUS BBIICTSIOT BTOPHUYHYIO
TUIOTJIUKEMHUIO, KOTOpas MOXET BO3HHUKHYTh Yy HOBOPOXJAEHHBIX C CEICHCOM, HapyIIeHHEM
TEMIIEPaTypHOTO PEXHMMa, MPH BHE3AIMHOM MPEKpaIleHHd WH(Y3UH TIIOKO3bI, MPH KPOBOM3IHSIHUH B
KOpY HAAMOYEYHHKOB, MOPAKEHUH HEPBHOM CHCTEMBI, y HOBOPOXKJIEHHBIX, MAaTE€pPH KOTOPBIX IEpes
polaMM MPUHUMAIH CaXapOCHIKAIOIIME IPErnapaThl, TIIOKOKOPTUKOUABL, canuuuiaTel [3, 4]. Takum
00pa3oM, JMAarHOCTUYECKHH MOWCK NMPUYMH HEOHATAIFHOW THIIOTIUKEMUU TPEAIOaraeT UCKIIOYeHUE
BCEX BBINIE ONHCAHHBIX (AaKTOPOB pHCKA. B omucaHHOM Hamu Ciydae THIOTIUKeMHUs y peOeHka
PETUCTPUPOBAIHCH C TIEPBBIX CYTOK JKU3HH W, YUUTHIBast (DEHOTHIT HOBOPOXKJICHHOTO M aHAMHE3 MaTepH
(recTanOHHBIA caxapHBIA IHMA0ET), EPBOHAYAIBHO PAaCICHWBAJAch Kak MPOSBIEHHE TUAOETHYECKOM
¢deronarnu. OIHAKO TSHKECTh W JUIMTENHHOCTh THUIOTIUKEMHH, OTCYTCTBHE IOJDKHOTO 3ddekra ot
TPAAUIIMOHHON €€ KOPPEeKUWH, JajJd OCHOBAaHUE [IJsl PACIIMPEHHUs JHUAarHOCTUYECKOro ITOMCKA.
DeHOTUITHYECKHE OCOOCHHOCTH HOBOPOXKIEHHOTO, TAKUE KaK MAaKpOCOMHMS, MAaKPOTJIOCCHS, MbIIIEUHAs
TUTNIOTOHHSA, a TAKXKE Hamnuuue 300a 1o naHHbiM Y3U MHTOBUAHON Kenme3bl Aalld OCHOBaHUE IS
WCKJTIOYEHUS BPOXKACHHOTO TUTIOTUPEO3a HE TOJIBKO IO PE3yJIbTaTaM HEOHATaJIbHOTO CKPUHUHTA, HO U 110
pe3yibpTaTaM THUPEOHUIHOTO cTaryca. Takke OBLIN MCKIIIOUYCHBI O0JIE3HN HAKOIUICHUS. BBICOKHMIT YPOBEHb
WHCYJIMHA Ha (OHE MEePCUCTUPYIONIEH TMIOTIUKEMHH, OTCYTCTBHE KeT03a, OOJNbIoW 00heM BBOJUMOI
TJIFOKO3BI JUISl KYIIUPOBAHUS THIOTIMKEMUH, TMPOTPECCUPYIOMUI HabOp Macchl Tena B JOMOJHEHHE K
O0COOCHHOCTSIM (peHOTHNa (MaKpOCOMHS, MAaKpPOTJIOCCHS, IyMOYHas TPhbDKA, aCCUMETPUS KOHEYHOCTEH,
BUCIIEPOMETANINSI) TIO3BOJMIN TPEANONIOKATh BPOXKIECHHBIA TUIEPUHCYJIUHU3M, CUHAPOM bekBuTa-
Bunemana.
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K mHacrosmemy BpemeHH omnucaHo 13 TeHOB, KOIUPYIOMIMX PETYISIHMI0 CEKPEIUH WHCYIIUHA,
NOBPEXKJICHUE KOTOPBIX MOTYT MPHBOJUTH K Pa3BUTHIO BPOXKACHHOTO THIICPCHHCYIMHH3MA.
BpokIeHHBII ~ TUNEPUHCYIMHU3M  TPEACTaBIsieT  co0OW  HAcJE[ACTBEHHOE  3a0oJieBaHUE,
XapaKkTepu3yrolieecs: HeaJIeKBaTHON THIIEPCEKPElUei MHCYIHHA [-KIeTKaMH MOJPKETYIOYHON JKeINe3bl,
YTO MPHUBOJUT K TUIOTIMKeMUHU. YacToTa BCTpeYaeMOCTH BPOXKJICHHOTO TUTICPUHCYITMHU3MA COCTABIISICT
1:30000-1:50000 HOBOpOXIEeHHBIX [5]. Hanbonee yacTo BIABISAIOTCS JAe()EKThI TCHOB, yUaCTBYIOIIUX B
perymsamuu  3aKkiaaku U QyHKUuoHUpoBaHMS ~AT®d-3aBUCHMBIX KaJHMEBBIX KaHAJIOB [-KIETOK
nopkenyaounoit xene3sl (KCNJ11, ABCCS.) [5, 12, 14]. Ycranosneno, uto 6onee yeM B 40% ciydaes,
MOJICKYJISIPHO-TCHETUYECKUI BapUaHT BPOXKICHHOTO TMIICPHHCYJIMHM3Ma YCTaHOBUTH HE ynaetcs [5]. B
ONMCAaHHOM HaMH cliy4ae 10 pe3ybTaTaM MOJCKYJISIPHO-TEHETUIECKOTO MCCIIEeJOBAHNS MyTalluii TeHOB,
VYACTBYIOIIMX B PETYJSIMH CEKPEIMU HWHCYIWHA, He ObUIO HalJIEHO, PEKOMEHIOBAHO JalbHeuIee
o0cIieoBaHKe ISl UCKITFOUeHHs cCHpoMa bekBuTa-Buiemana.

Cunnpom bexButa-Bunemana — reHeTH4eckd IeTEpOreHHOE COCTOSHHUE, XapakTepusylolleecs Tpuaaon
MPU3HAKOB — oMdaolene, Makporioccued 1 Makpocomuen. JlonomHuTenbHbIe KIMHIYECKHE TPU3HAKI
cuHapoMa bekBura-BuznemMana BKIIOYAIOT IEMUTHIIEPIUIA3UIO, IYIIOYHYIO IPBDKY, IUAcTa3 IPSMBIX
MBILII KUBOTA, SMOPHOHATIBHBIE OMYXOJIH, IUTOMETAJIHIO (EeTaNbHONW KOPbl HAAIIOYEYHUKOB, HACCUKU Ha
MOYKE yXa, CIUIAHXHOMETaJIHI0, aHOMAJIMU MOYEK M HEOHATAIbHYIO TUIOTaNKeMuto [6]. [lomynauuonHas
4acToTa BCTpeyaeMocTH ouenuBaeTcss B 1:13700 ¢ paBHOM BEpOATHOCTBIO MJIsl JIML EHCKOIO H
MY’KCKOTI'O TI0JIa.

B nurteparype onucaHbl caydad MEPCUCTUPYIOIIEH THIIOTJIMKEMUN KaK HOBOPOXKIEHHBIX, TaK U y J€Tel
panHero Bo3pacta [2, 6, 7, 10, 16]. OcoOEHHOCTBIO KIMHUYECKUX IPOSBICHUH MEPCHCTUPYIOIINX
THIIOTJIIKEMU Yy HOBOPOYKIECHHBIX B OIHMCAHHBIX CIIydasx SBISETCS JOMUHHPOBAHHE CHUMIITOMOM
yraerernss IIHC wu Bbicokas mOTpeOHOCTh B BBEICHHM TJIOKO3Bl, a B Cllydae JWarHOCTHUKU
HNEPCUCTHPYIONINX TUIOTIMKEMHI B paHHEM BO3pacTe — CYIOPOXHBIA CHHIPOM, KOTOPBIH 3a4acTyio
MOXET CIIYKUTh IOBOAOM THIICPAUAIrHOCTUKU SNHJICTICUH. B JIMTEPATypeC TAKXKE OIMMCAHBI Cllydau, KOorjaa
nanueHTaM € 4aCTbIMU CYAOPOXHBIMU NPUCTYIIaMU OHII/I60‘IHO YCTaHaBJIUBAJICA AWATrHO3 SIHJICIICUN U
Ha3Hayalach MPOTHBOCYAOPOKHAS Tepamnus, OAHAKO IMpPH KOHTPOJIE TJIMKEMHH U TPOBEACHUH
crierpuIecknx Mpo0 JWarHo3 CHUMANICS ¥ Ha3Havanach crenuduueckas tepanus [6, 11]. B
NPE/ICTABICHHOM HaMH KIMHHUYECKOM CIydae KIMHHYECKH TakKe JOMHHUPOBAI CHHIPOM YTHETCHUS
LIHC.

[IpemapatoM BbIOOpa JICUECHHUS BPOXKIACHHOTO THUIICHHCYJIMHM3MA SIBJISETCSA JMA30KCH]I, KOTOPBIH
aktuBupyeT AT®d-3aBUCHMBIX KajJUEBble KaHAJbl B-KJICTOK IMOJKEIYIOYHON kee3bl. OJHAKO MOryT
MPUMETCS ¥ TUIIOTHA3U, HUUIUIKUH U aHajnoru comaroctaruna (Okrpeatun) [5]. B onucanHoM Hamu
ciydyae peOeHKy ObUT Ha3Ha4YeH NHUA30KCHUJ, MPUMEHEHHE KOTOPOTO MO3BOJHIIO JOCTHYh HOPMATBHBIX
MOKa3aTeNel TTINKEMUH.

3aknroyeHune

B 2018 r. MexnyHaponHoil opraHu3anyell Mo BpPOXKJACHHOMY THUIEPUHCYIMHU3MY OBUT CO3laH
I'moGanbHbII perucTp NauKUeHTOB C TUIIEPUHCYIMHU3MOM. PerucTp conepuT craTucTHYeCcKre JaHHBIE O
Te4eHHH 3a00JieBaHMs, JICUCHUH, OIIBITE HCIIOJIB30BaHMS CHCTEM MOHHMTOPHHIA YPOBHS TJIIOKO3Bl U
obmem Opemenu 3aboneBanus. [lo cocTosHMIO Ha sHBaps 2022 T. B perucTpe 3aperucTpupoBaHo 344
pecnionzenta u3 37 crpaH. JlaHHBIE perucTpa MO3BOJWIM TOJIYYUTHh MPEACTaBIEHHE O Mpobiemax
JUATHOCTHKH M JICYEHHs, KAa4eCTBE >KM3HM IAallMEHTOB W JIMI, OCYHIECTBISIOMIMX YXOJA 3a TaKUMH
MaIeHTaMt, W TOCTYXIJIM OCHOBOHM JUIsI MPOrpaMM KIMHUYECKHUX HCCIEIOBAaHUN, pa3paboTKH HOBBIX
MOJXOJ0B K JICYEHHMIO JAHHOM NAaTOJOTMM M YIYYLIIEHWIO KadecTBa >KM3HM IalUEHTOB C JaHHOH
narojorueit [15].

IIpencraBiaeHHbIN HAMH KIIMHUYECKHH CITydail JEMOHCTPUPYET AITOPUTM TUArHOCTHUYECKOTO IMOUCKA TIPH
BBISIBJICHUH CIIy4aeB TSKEIOW IEePCHCTUPYIOUIeH THIOTIMKEMUN y HOBOPOXKAEHHOTO, KoTopas 0e3
aZIeKBaTHOW Tepamuy XapaKTepU3yeTcs HeONaronpHsTHBIM MPOTHO30M IS MalueHta. be3ycrnoBHO
BAXHBIM SBIISIETCS paHHEE BBIBICHHE THUIOTIIMKEMHYECKHX COCTOSHHH HE3aBHUCUMO OT WX
9THONATOreHEe3a, a TaKKe MaTOreHeTHYecKas: KOPPEKIHs, BKIIOYAOMAs KyIUPOBaHUE 3TUX COCTOSHUH,
YTO TIO3BOJISIET COXPAaHUTh XKHU3Hb PEOCHKY, a TAaKKe B KaTaMHE3€ YJIYYIIUTb KadeCTBO XU3HH BBUAY
CBOEBPEMEHHOT'O MPELYNPEXACHU TSHKEIOH epeOpaibHON MaToJIOrMK B HEOHATAILHOM MEPHOJIE.
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