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PEAKUI CAYUYAM BPOXAEHHOTO TUIIEPMHCYAMHU3MA

Y HOBOPOJXAEHHOI'O PEBEHKA

'Kagegpa neguampuu neguampuieckoro oakyabmema,

2Kagpegpa sngokpunoaoruu '6OY BI1O TBepckoli rocygapcmBeHHblU
MeguuuHckuli ynusepcumem Munsgpasa Poccuu

3I'BY3 «Aemckasa ropogckas KAunudeckasa 6oabHuya Nel», TBepb

B crarbe npeacTapiieHO KJIMHHYECKOE HA0/II0eHre HOBOPOKIEHHOI0 pe0eHKa ¢ PeIKMM HACJIeACTBEHHbIM
3a00JIeBaHHEM — BPOKACHHBIM I'HIICPUHCYJIUHU3MOM, XaPAKTePHU3YIOLIUMCS HeaJleKBATHOH runepcexpenue
HHCY/IHHA 0eTa-KJIeTKaMM IO0KeJy104HOI jKejle3bl, NPUBOAsLLE K Pa3BUTHIO CTOHKON rHIIOIIMKEMHH, pe3uc-
TEHTHOH K JIedeHHI0. DTO 0T/IMYaeT FHINePHHCYJIHHHU3M OT J0CTATOYHO YacTO BCTPEYAIOLINXCH B KIMHHYECKOIi

NMPAaKTHUKE HEOHATOJIOI'a TPAH3UTOPHBIX 'HIOITIMKEMHUYECKUX COCTOSTHMIA Y HOBOPOKAC€HHBbIX.

Knrwoueswte cnosa: HOBOpO.?IC()eHHblZZ, CUNEPUHCYTIUHU3M, CUNOSTITUKEMUAL.

RARE CASE OF CONGENITAL HYPERINSULINISM

IN THE NEWBORN CHILD

O.B. Federiakina', O.A. Dianov?, O.M. Volzhenina® G.G. Erokhina?

I Tver State Medical University
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The article presents the clinical case of a newborn child with a rare hereditary disease — congenital hyperinsulinism,
characterized by inadequate insulin hypersecretion of pancreatic beta cells, which leads to the development of persistent
hypoglycemia refractory to treatment. This differentiates hyperinsulinism from quite common in neonatologists clinical

practice transient hypoglycemic conditions in newborns.
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Haubonee wacto B mpakTHKe Bpada-HEOHATOJIOTa
TUIIOTJIMKEMUYECKHIE COCTOSHUS BCTpEUaloTcs y Je-
Tel, pOAUBIIUXCS OT MaTepell ¢ caxapHbIM AuabeTom,
TeCTO30M, B TSKEIOW acPUKCHH, a TaK)Ke Y HETOHO-
IOICHHBIX ¥ ACTEH ¢ 3alepKKOH BHYTPUYTPOOHOTO
pa3Butus. BepoATHBIMU NPUUYMHAMU CTOMKOW TUMO-
TJINKEMHH CYUTAIOTCS THIIEPUHCYIIMHU3M U TeOUIIUAT
KOHTPHUHCYJISAPHBIX TOPMOHOB. AGCOJIIOTHBIN rumne-
PUHCYJIHMHU3M (OpraHM4YecKuid) CBA3aH C NaTOJIOTH-
eil MHCyNIsIpHOro anmnapara. K ero pa3BUTHIO MOXKET
MPUBECTH UHCYIHHOMA — OMYXOJb -KIETOK OCT-
poBKoB JlaHrepranca, ceKkpeTupyoias u30bITOUHOE
KOJIMYECTBO MHCYJIMHA, BCTpeyarolasics nperumy1iec-
TBEHHO Y B3POCIBIX U JETEeH cTaplliero Bo3pacra, U
HE3UAM00JaCTO3 — TUIEPIIa3Us OCTPOBKOB MOJKE-
JYAOYHOU HKeJe3bl.

BrnepBole TepMuH «HE3UAUOOJIAaCTO3» BBEAECH
K. Jleitnmo B 1938 romy. B ocHoBe He3unmnobnacrosa,
reHeTH4ecKH 00ycIoBIeHHOTO 3aboneBanus [ 1-2], ne-
JKHT TOTaIbHAs TpaHC(HOPMAIIKS IPOTOKOBOTO AITUTEIHUS
MOJKEITYIOUHOM JKele3bl B 3-KIETKHU, MPOLyLHUPYIOLINe
uHcynuH [3]. YV mereil mepBoro roja >Ku3HU HE3UAUOO-
J1aCTO3 ABJsiETCS Hanbosee YacToi NPUYUHOM OpraHu-
YecKoro runepuHcyauHusma: 30% runepuHcyIMHA3MA
y JeTel BhI3BaHO MHCYAUHOMOM, 70% — He3uauoobac-
T030M. B HacTosiee Bpems NpUHATO 0003HAYaTh JaH-
HYIO0 TIaTOJIOTHIO KaK BPOXAECHHBIA THUIIEPUHCYIHHU3M.
B Poccuiickoit @enepanuu peructp BPOKIEHHOTO
TUIEPUHCYIMHU3MA HE BEJETCs, OJHAKO, 110 JaHHBIM
MHOTOLIEHTPOBOTO MCCJIEIOBaHUSA, IPOBEACHHOTO B
Mockae B niepuoz ¢ 2009-ro o 2011 rr., yacTora BcTpe-
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YaeMOCTH CXOJIHA C JJaHHBIMU EBpOTBI U cocTaBiseT
1:45000 >kvBBIX HOBOPOXKIEHHBIX [3].

CornacHO KIMHUYECKHM peKoMeHmanusm Poccuii-
CKOH accoIManyy CHEeIHaIiuCTOB IepHHATAIFHON Me-
JUIUHBI «/[HarHOCTHKA W JICYCHHE THIOTIIMKEMHUH Y
HOBOPOXAECHHBIX» (2015), KpuTEpHeM TUIOTIIMKEMUN
Yy HOBOPOXKACHHBIX CUUTAETCS YPOBEHB IIFOKO3BI MEHEE
2,6 MMOJIB/JT B JIFOOBIE CYTKH XU3HH [4].

[IpencraBnsiercs KIMHUYECKUH Cloydyall peiKoi ma-
TOJIOTUU — BPOXKJCHHOTO TUIICPHHCYIMHU3MA Y HOBO-
POXKICHHOTO peOCHKA.

Manvyux L. 6 6o3pacme mpex cymox OvL1 nepe-
6eden U3 POOUTbHO20 OOMA 6 NALAMY UHMEHCUBHOU
mepanuu I'BY3 JITKE Ne | 6 msascenom cocmoanuu ¢
OUACHO30M: 2UNO2TUKEMUS HEYMOYHEHHO20 2eHe3d, ye-
pebpanvHas uwemus Il cmenenu, cuHOpom yzrHemeHus.

Pebenok poouncs 6 cpox om Il bepemennocmu,
mpemvux cpouHvix pooos. bepemennocms y mamepu,
He uMesulel HU 0XCUPEHUs, HU caxapHozo duabema,
npomexana na ¢one kononuma. Macca mena — 3010 2,
onuHa — 50 cm, OKpYIHCHOCMb 2010861 — 32 CM, OKPYIHC-
Hocme epyou — 31 cm. Oxononioonvle 600bl MEKOHU-
anvuvle. Oyenxa no AIITAP — 7/9 6annos. Ilpu pooic-
OeHul cocmosnue pebenKa pacyeHeHo KaxK y0osiem-
sopumenvroe. Ha emopvie cymku H#CU3Hu pa3euncs
npucmyn Opaounto’, 6paouKapouu ¢ 8bipaAXCeHHbIM
yenemenuem L[HC. Bviagnen nuskuil ypogeHs 2nuKe-
muu — 1,6 Mmmonw/n.

Heeponoeuueckuii cmamyc pebenka npu nocmynie-
HUU 8 CMAYUOHAp 0emcKoll DONbHUYbI XAPAKMEPU308AT-
€51 NOBbIULEHUEM MBIUEUHO20 MOHYCA 8 NPOKCUMATbHBIX
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omoenax pyK u peskum CHudiCeHuem moHycd 8 HO2ax,
MpemMopom KOHeYHOCmel, CHUdICenuem 6e3ycio8Hblx
pegprercos. Ommeyena obuyas OMeYHOCMb MASKUX MKA-
Hell, MHOJICeCmBeHHble nemexu Ha auye U KPosou3u-
SAHUSL 8 cKaepbl oboux anaz. Hao neexumu gviciywusa-
10Cb 0ClAbNeHHoe ObIXaHue ¢ Yacmomou 52 6 Mumnymy.
Tonwvr cepoya epomxue, YCC — 116 yoapos 6 munymy,
HedicHbll cucmonuyeckutl wiym. Ilewens nanonuposanace
Ha 2,5 cm Hudice pebepHoll dyeu, cene3eHka — y Kpas
pebepnoti dyeu ciesa.

Ipu penmeenocpaguu opeanog epyoHoll KiemKu na-
monocuu He 8vliaeieHo. B kiunuueckom ananuze Kposu
ommeuen gvipadicennvlli Helimpogunes (85%). 3apecuc-
mpuposana cunepxanuemus 0o 6,5 mmons/1. B ananuze
mouu — npomeunypus 0o 0,26 2/ be3 nanuuus ayemo-
na. Hetipoconoepagus evisiguna npusnaxu yepebpan-
noti uwemuu. Ilpu Y3U opeanos bprownoii norocmu
ONpeoensnach 2unepIX02eHHOCHb NAPEHXUMbL HOYEK,
cnieHomez2anusl, pasmepvl NOOANCEIYOOUHOU dHcele3bl
coomeemcmeosanu gospacmy pebenxa. Y3U evisaeuno
KapmuHy omeKa CHUHHO20 MO032d.

B omoenenuu obwee cocmosinue pebernka ocmaea-
noce msiicenvim 3a cuem yenemenust LIHC, vipadicen-
HOU Mbluteunot eunomonuu. Ilepuoouuecku ommeuancs
mpemop koneunocmeu. CamocmosamenvHo pebeHoK He
cocain, KOpMUuacs 4epes 30H0 adanmupo8anHol CMeCcbio
«Cumunax Heowryp». K eospacmy 23 oueui macca mena
cocmaguna 3118 2 (+ 68 2). Pebenox nepernec npago-
CIMOPOHHIOIO 04A208YI0 NHEEMOHUIO C 8b1300POGIEHUEM
Ha 21-e cymxu. Cyoopoau He pecucmpuposanucy.

Junamuueckuii KOHmMpOnL YPOBHSL 2IOKO3bL NO360-
JIUTL BbISABUMb CHOUKYIO SUNOTUKEMUIO 8EHO3HOU KPO-
su. B nepevie 18 Onetl sicusnu ona oviia ymepeHHou u
cocmasensana 2,53, 1 mmonv/n. B nocneoyrowue onu ona
He npegviwana 1,6—1,8 mmonv/n, necmomps na unghy-
3Ui0 pacmeopa 2noKo3vl 6 0oze 8 me/xe/cymru. Taxast
8bLCOKASL NOMPEOHOCMb 8 2NI0K03€ OJ1s1 NOOOEPIHCAHUS
HOPMOTUKEMUU CLYHCUNA OONOTHUMELbHBIM KPUMEPU-
eM BPOACOCHHO20 SUNPEUHCYTUHUIMA.

B npoyecce obcredosanus uckiowena naonoyeu-
HUKOBASL HEOOCMAMOYHOCMb U 8POJICOCHHDBIU 0pea-
HUYECKUUl 2UNePUHCYTIUHUSM: YPOBEHb KOPMU30LA —
527,38 umonw/n (N: 171-536 umonw/n); 17-okcunpo-
cecmepona — 15,09 ne/mn (N: 10,9—24,2 umons/n).
Konyenmpayus uncynuna ve npegvicuna 603pacmiozo
noxaszamens u cocmasuna 20,4 monv/n. C-nenmuod He
onpeoensncs. Coenacno npoexmy Hayuonanvuwix kau-
HUYeCKUX peKxomMeHOayull (npomoKoios8) no 6e0eHuIo
Odemeii U NOOPOCKOG C 8POACOEHHBIM SUNEPUHCYIUHUZ-
MOM, YPOBEHb UHCYIUHA He 8Ce20d MOdicen 8bIX00UMb
3a npeoeinvl peghepeHCHbiX 3HAUEHUL.

Pebenxy bvLno nHasnaueno ésedenue Ioxol en®1 me
TunoKum 6 0oze 2 mke/ke/u u 2nioKo3wl U3 pacuema
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10 me/xe/mun. Ypoeenv enuxemuu Ha ¢ore nposede-
HUSL Mepanuy HOpMAIU308aics U Konedacs 6 npeoenax
3,8~4,0 mmonw/n.

Jna ymounenus ouaenosa 3a001e8anus, NPosedeHs.
MOJIEKYNIAPHO-2EHEMUUECKO20 UCCTIe008AHUS U CO2NACO-
6aHUA e4ueOHOU MaKmuKuy pebeHok 6 gospacme 23 OHell
0L nepeseder 8 IHOOKpUHOAO2UYecKoe omoenenue Mo-
P0308CKOl OemcKotll bonvHuybl 2. Mockebi.

3akiTroueHme

Hacrostiiiee 3a6oieBanme KIMHAYIECKU MIPOSBUIIOCH
THIIOTJINKEMHIYECKIM COCTOSIHHEM yiKe Ha BTOPBIE CyT-
KM XHU3HU peOeHKa, 4To ObLIO MOATBEPXKACHO J1abo-
paTopHBIME TecTaMu. Ho B manpHeHIeM THITHYHBIX
MPUCTYIIOB TUIIOTTHKEMAN HE OTMEYANIOCh, U YPOBEHb
TUNOTTIMKEMHUY B KPOBH HE OBUT KPUTHYECKHM. DTOT
(aKT MO3BOJUII MPEABAPUTEIHFHO PACIIEHUBATH THIIO-
[JIMKEMUIO KaK TPaH3UTOPHYIO Ha (oHe 1epedpaib-
HOI HUHIEeMUH, IPpU 3TOM BAJIOCTH pe6eHKa, MBILICYHAas
TUIIOTOHUSI, OTCYTCTBHE CaMOCTOATEILHOTO COCa-
HHUS CBS3BIBAJINCH C TEUSHHEM 0YaroBOM IMHEBMOHHH.
TonbKo CTOWKHI XapaKTep THIOTIIMKEMUN U BBICOKAs
noTpeOHOCTh B MH(Y3HM TIFOKO3BI IOTPEOOBATH YT~
TyOIEeHHOTO 00CTIeIOBaHUIO PEOCHKA ISl BBISBICHUS
OpraHUYecKOoro 3a00JIeBaHIS — BPOKICHHOT O THIICPHH-
CYJTUHHU3MA.
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