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Annomauus. B faHHOI cTaTbe IIPeACTaB/IeHO KIMHMYIeCKOe HaOMofieH e MalieHTa C BPOXKAEHHDBIM IMIIEPUHCYTNHU3MOM.
JleBOUKa B COCTOSTHUY CPefiHel TsKeCTM 3a CUET CUMIITOMOB JIbIXaTe/IbHOM HEJOCTaTOYHOCTH, HEBPOJIOTMYECKON CYMIITOMA-
THKM, Ha IIePBbIe CYyTKM JXM3HU ObIIa IepeBefieHa B OT/EJIEHIIE TATOTIOTNI HOBOPOXKAEHHBIX U HEJOHOLICHHBIX JleTell TOPOii-
CKOJT KJIMHUYECKOI OO/IbHUIBI U3 POAMIBLHOTO foMa. 3a BpeMs HaOMOAeHNs B OT/je/IeHNN OTMedaIach NepCUCTUPYIOLast I1-
HOITIKeMMs, KOTOPas KOPPEeKTUPOBaIach BHYTPUBEHHOI MHGY3uert 10%-Hoit I/IF0K03bL. [Ipy ONbITKe OTMEHBI BHY TPYBEHHO
KalenbHOro BBefieHust 10%-Holl ITII0KO3bI BO30OHOBIISIUCH SIM304bI IUIIOrMKeMuu (10 1,8 MMO/Ib/T). Y4uThIBast IOBBILLIe-
HIfe YPOBHsI MHCY/IMHA KPOBM [0 67,2 MI/JI, TaliieHTKa OblTa epeBefieHa B «HayuHo-mccenoBaTeIbckmii MHCTUTYT aKyLIep-
crBa u nepmarpum» (HVUVATI) aist panpHeitmero o6cmefoBanmst u BBIOOpA TAKTUKM JiedeHrst. Pe6EHKy ObII BBICTAB/IEH fua-
rHO3 «BpOoXXiéHHBII rueprHCyMHN3M Ha (oHe runoraukemnu 1,2 Mmosns/n». Havara Tepamms [lnasokcugom B gose 20 mr/
cyT. (5,0 MI/Kr/CyT.) IOJ KOHTPO/IEM IIIMKeMIM, Ha (pOHE 4ero OTMedaaach TEHMICHIV K CTaOMInsalny IoKasaTeneil IImKe-
MU, KonebaHusA yPOBHS IIMKEMUH II0 [IIOKOMETPY OT 2,7 MMOJIb/N 1o 5,0 MMoIb/1. Tepamus nepeHocunach yooBIeTBOPK-
Te/IbHO, 3HAYMMBIX T060YHBIX 3¢ PeKTOB He 0OHapykeHO0. OTHAKO C YUYETOM COXPAHSIONIECs TUIIOMIMKEeMIUM 2,7 MMOJIb/TT Ha
(oHe TOIOHOrO POMEXYTKa, K03a Inasokcnupa yBemndena fo 25 Mr/cyr. (5,5 MI/KI/CyT.), IOC/Ie 4ero COCTOsiHMe peOeHKa
CTaOM/IM3MPOBATIOCh.

Kntouesvie cnosa: BpoXXIeHHbDII TUIIEPUHCY/IMHU3M, TUIIOITIMKEMM, TUITOKCUS.

QDunancuposanue. ViccnenopaHue He MMeIO CIIOHCOPCKOI MOJIEPXKKIA.

Hnayumuposanus: Kpasuenko JI.B., Mamkosa JL.IL., Kacesan M.C., ITysukosa O.3., Tepacumenko A.I1, Jleekosua M. A., Illos-
kyH B.A., Kpykuep V.U, ITanoBa V.B., Co3aesa JI.J1. Cry4ait BpOX/EHHOTO ITMIIEPUHCYINHI3MA y PeOeHKa C TUITOKCUYeCKM-
nutemnyecknmrnopaxenneM THC. MeouyunckuiisecmnuxFOzaPoccun.2025;16(3):91-98.D0110.21886/2219-8075-2025-16-3-91-98.

A case of congenital hyperinsulinism in a child
with hypoxic-ischemic CNS damage

L.V. Kravchenko, L.P. Mashkova, M.S. Kasyan, O.Z. Puzikova, A.P. Gerasimenko, M.A. Levkovich,
V.A. Shovkun, I.I. Krukier, I.V. Panova, D.I. Sozaeva

Rostov State Medical University, Rostov-on-Don, Russia
Corresponding author: Larisa V. Kravchenko, larakra@list.ru.

Abstract. This article presents a clinical case of a patient with congenital hyperinsulinism. The girl, born on in a state of moder-
ate severity due to symptoms of respiratory failure, neurological symptoms, on the 1st day of her life was transferred to department
of pathology of newborn and premature infants from the maternity hospital of the city clinical hospital. During the observation
period, persistent hypoglycemia was noted in the department, which was corrected by intravenous infusion of 10% glucose, when
attempting to cancel intravenous drip administration of 10% glucose, episodes of hypoglycemia (up to 1.8mmol/l) resume. Taking
into account the increase in blood insulin levels to 67.2 mg/l, the patient was transferred to the Scientific Research Institute of Ob-
stetrics and Pediatrics (NIIAP) for further examination and choice of treatment tactics. During hospitalization at the NIIAP, the
diagnosis was established: Congenital hyperinsulinism — against the background of hypoglycemia, 1.2 mmol /I insulin level —
10 pmed /ml. From 01.07.2024, with the consent of the mother, according to vital indications, Diazoxide (Proclicum) therapy at
a dose of 20 mg / day (5.0 mg / kg/ day) was started in the department under the control of glycemia, against the background of
which there was a tendency to stabilize glycemic indices, fluctuations in the level of glycemia according to the glucose meter from
2.7 mmol /1 to 5.0 mmol / 1, from 08.07.24 the abolition of infusion therapy of 10% glucose. The therapy is tolerated satisfactorily;
no significant side effects were found. However, given the persistent hypoglycemia of 2.7 mmol / | against the background of the
fasting interval, the dose of Diazoxide was increased to 25 mg / day (5.5 mg / kg / day). The child continues to be in the hospital.
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BBenenne

Iunornukemus siBsgeTcsi Hauboee 4acTbIM OC/IOKHEHN-
eM HeOHATa/IbHOTO IIEPUOJA, KOTOpoe TpebyeT CBOeBpeMeH-
HOJ JAMAarHOCTUMKM M Tepamuu. KnmHMuyeckye NposAB/IeHNUA
TUIOITIMKEMUM JOCTATOYHO BapuabelbHbL: OT aCUMIITOMA-
TUYECKMX COCTOSHUI [0 HepOINMKOIIEHUM, C PasBUTHEM
CYHOpOT, 9IM30[0B amHod 1 KoMbl. CylecTByeT Oonbluoe
KOJIMYECTBO IPUYMH PAa3BUTHUA TUIIOITIMKEMUI B PAaHHEM He-
oHaTanbHOM nepuoge. OFHOI U3 CaMbIX PaCIPOCTPAHEHHBIX
ABJIAETCS BPOXKAEHHBIN runepuncymmunsm (BIU) — 3abo-
JIeBaHNe, XapaKTepusywolleecss HealeKBAaTHON TIMIIepceKpe-
Lueil MHCYINHA, OeTa-KIeTKaMl MHOMKeTyTOYHON >Kelesbl
[1, 2]. BTU 611 onucad Irvine Mc Quarrie B 1954 1. B man-
HbIII MOMeHT BpeMenn TepmuH BI'V BxmodaeT rpynmny pas-
JIMYHBIX TeHeTNYEeCKNX HapyLIeHUI, KOTOpble IMPOABJIAITCA
PeUVMBUAPYIOLMMY 3MMU304aMI TUIIEPUHCYIMHEMUYECKO
runornukemnn [1]. B 6onbiunuctse cryvaes npu BI' oTme-
YaI0TCs MyTallMU TeHOB, YYaCTBYIOIINX B PETY/IALNU U PyHK-
yonupoBanmyu AT®-3aBucumbix K+-kaHamoB P-KaeTox
HofIKenynouHoi >xenesbl, Kk npumepy, KCNJ11 n ABCCS.
B marorenese mpu MyTaluyu II€PEYMC/IEHHBIX T€HOB M3Me-
HAETCA CTelleHb MOsApusanuyu MeMOpansl B-kiaetok, ATO-
3aBUCKHMble K+-KaHa/bl 3aKpbIBAIOTCA, YTO NPUBOAUT K U3-
ObITOYHON cekpenyu MHCymnHA. K HacToslieMy MOMEHTY
BBIABIEHO 60ree 150 myTarmit B rene ABCCS8 u 25 myTanmit
B reHe KCNJ11, Kak ayTOCOMHO-PeIleCCUBHBIX, TaK U ayToO-
COMHO-TOMIHaHTHBIX. Kimunueckn Tsoxénoe teuenme BIV,
C paHHMM [1e0I0TOM, He IOAAoIleecss KOHCEPBATMBHOI Te-
panuy, ompefensgeTcs pPeLecCUBHbIMM MYTAaLMAMM TIE€HOB
KCNJ11 n ABCCS8. JJoMMHAaHTHO Haclemyemble (OpPMbI B
KIVHNUKe MMeIT 0ojiee MATKOE TeueHue, MO3JHIO MaHMU-
decranuio, YyBCTBUTETBHOCTD K Tepalmy AMa3oKcuaoM [2].
OTpiennbHBIE aBTOPBI ONMCBIBAIOT OKOJIO 13 T€HOB, Y4aCTBYIO-
LIVIX B PEry/sILuy CEKpeLyy MHCymHa [3,4].

IIpencraBneHHas NATONOTMA BCTPEYAeTCA B CPeJHEM C
vgactoToil 1:30000, 1:50000 >kMBBIX HOBOPOXXIEHHBIX, B IIO-
OY/ALMAX C BBICOKMM YPOBHEM O/M3KOPOACTBEHHBIX Opa-
KoB jocturaer 1:2500 HOBOpoXXAEHHBIX. OfHaKO, HECMO-
TpA Ha CBOIO peKOCTh, BI'V ABnAeTCA OMHONM M3 OCHOBHBIX
NPUYMH NEepCUCTUPYIOUIVX IMIIOI/IMKEMUIl y JieTeil IepBo-
ro roga >xusHu [5]. [letu ¢ faHHBIM 3a60/IeBaHNEM, KaK IIpa-
BIJIO, TPeOYIOT MOMOTHUTEIbHON BHYTPUBEHHOI NOTALNU
yITIeBOJOB. B psne ciyyaes, Ipy BBICOKOI CKOPOCTU YTUIIN-
3aIMM IIIOKO3BI, IPOJO/DKUTEIBHOM TeYeHMN HeOOXOANMO
MIpOBefieHNe MHCYIMHOCTaTHYecKoi Tepanun. IIpenapaTom
BbI60pa mnst nedeHusa BIV aBnsaerca pgmasokcup. Mexa-
HI3M €ro JIeIICTBIS OCHOBAH Ha ITOfIaB/ICHNUN BBICBOOOX/e-
HISI MHCY/INHA U3 6eTa-KIeTOK ITOIXKeTyOIHOI JKelesbl IIy-
TeM akTuBanuy AT®-4yBCcTBUTEIPHOTO Ka/IMeBOTro KaHaja 1
HOJfiepyKaHMsA MIa3MaTU4ecKoil MeMOpaHbl B TUIIEPIONAPHU-
30BaHHOM COCTOSIHUM [4,5,6].

Ilenv uccnedoéanuss — MPOBECTY aHANN3 KIHNIECKOTO
cy4das BPOXAEHHOTO TUIIEPUHCYINMHM3MA ¥ pebeHKa C ru-
MOKCUYECKU-MIIeMndeckum nopaxenuem IJTHC.

Omnucanne KIMHMYECKOTO CTy4as

Pe6énok Anza I, mocrymmra 8 HUVAII @I'5OY BO Poc-
TIMY Munsgpasa Poccun B oTheneHnue maTolorny HOBO-
POXIEHHBIX 11 HeoHOIIeHHBIX feteit HYVAITI pst o6¢neno-
BaHMA U Ie4eHNA U3 OTIe/eHNA TaTONMOTU HOBOPOXXAEHHBIX
U HEJJOHOILIEHHBIX JIETell B BO3pacTe 15 CyTOK.

Pe6eHOK OT MaTepy C OTATOLEHHBIM aKyIIePCKO-THHEKO-
JIOTMYeCKMM aHaMHe30M (1-1 GepeMeHHOCTh — MeIMIVH-
cKnmii abopT, 2-51 6epeMeHHOCTh 3aKOHYMIACh POfiaMI, pebe-
HOK yMep B Bo3pacte 2 jiet). JlaHHas 6epeMeHHOCTb TPeTbs,
NpOTEKaIa C BATMHUTOM B 12 Hefienb, OCTPOI peCIMpaTOpPHO-
BUpYCHOI uH(eKxuyeil B 31 Hememo, OTEKaMU HIDKHUX KO-
HeyHocTell. Ilo mannbiM Y3V, B 37 Hepmenb, KPyNHbIi IIOf,.
Popbl BTOpBIE, OIlepaTUBHbIE, B Cpoke recrauun (38 Hemenb
n 5 gHeit). Macca nipu poxxpgenun — 4150 1, jyimHa — 55 cM,
OKPY>KHOCTb TONOBBI — 36 CM, OKPY>KHOCTb Ipyau — 35 cMm,
OlLeHKa 110 IuKasne Anrap — 7-8 6a/jIoB, B COCTOSIHMM CPef-
HeW TAXKECTH 3a CYET CUMIITOMOB JIBIXaTEe/IbHON HElOCTaTOY-
HOCTH, HEBPOJIOTMYECKOI CMMNITOMAaTUKN. Ha nepBble cyTkn
JKUSHM PeOEHOK IepeBefiéH B OTHEICHNN MaTOIOTUM HOBO-
POXXIEHHBIX TOPOJCKOI OonbHUIBL Pe6EHOK Haxopuics B
OTJENIEHNN TIaTOIOTUY HOBOPOXIEHHBIX 15 CYyTOK B CBA3MK
C BBIIIEYKA3aHHOI CMITOMATHUKOIL. 3a BpeMsi HaOIOfeHIs
B OTHENIE€HUM OTMEYAeTCs IepCUCTUPYIOIas TUIOITIMKe-
MIs, KOTOpass KOPPEeKTHpOBaTach BHYTPUBEHHON MHDY3U-
et 10%-HoJ1 I/TI0KO3bI, IIPY HOIBbITKE OTMEHBI BHYTPUMBEHHO
KaIe/lbHOro BBefleHusA 10%-HOil ITTI0OKO3bI BO30OHOBIIAIICH
9MM30AbI ruIorikemun (go 1,8 mmosns/n). Ha done snuso-
IOB IMITOMIMKEMUY B aHA/IN3€ MOYM KETOHOB He OOHapysKe-
HO. Pe6eHOK KOHCY/IBTHPOBAH JeTCKMM 9HAOKpuHOIoroM. C
Y4E€TOM IIOBBIILEHNA YPOBHS MHCY/IMHA KPOBU 10 67,2 MI/1
(nopmanbHbit yposenb CTT — 18 Hr/MiI) 6bIT peKOMEH[0-
BaH INIE€PEBOJ, B HAyYHO-MCCIENOBATE/IbCKUIT MHCTUTYT aKy-
mepcrsa 1 nepuatpum PTEOY BO PoctI'MY nna manpHeii-
1rero o6cIeoBaHus.

CocrosiHre pebeHKa B OT/e/IeHNEe AaTOIOTUI HOBOPOX-
IOEHHBIX ¥ HemoHomeHHbIX nereit HUMAII — cpenneit T4-
skecTn. KoXXHBIIT TOKPOB 671€fHO-PO30BbIIL, YUCTHII, C «Mpa-
MOPHBIM» OTTEHKOM. B o6mactu Hoca u 7n6a oTMedaeTcs
OKPYT/IBIi1 y4acTOK runepemuu 1,5x1,5 cM, He BbICTyIIaIOI Ui
HaJl IOBEPXHOCTBIO KOXM, IIPM Ha/IaBIVMBaHNM HE JC4ye3aeT
HOMHOCTBI0. JIMMdaTndeckne y3/Ibl MeIKue 1 MOfBIDKHBIE.
Oxkpyrnas ¢popma depera, 6O/IBIION POFHNYIOK HA YPOBHE
kocreit yepemna (1x1 cm). IpygHas kaeTka UMIMHAPUYECKON
¢dopmbl. B 1érkux oTMevaeTcs HepKyTOPHO JETOYHON 3BYK,
ayCKY/IbTaTUBHO-0C/Iab/IeHHOe IbIxaHMe. TOHbI ceppia mpu-
DIyLeHsl, putmudHele. Habmopaercs pacninacranHas ¢op-
Ma xuBoTa. [TedeHb +2 cM OT Kpasi pebepHOIT AyIH, Cene3éH-
Ka He yBelMueHa. MovenucnyckaHye cCaMOCTOATETbHOE, MOYa
COTIOMEHHO-Ke/NTasl.

HeBponorudeckuit craryc: pe6énok Oecrokoiiublit. Ha
OCMOTp pearupyet KpUKOM, IIpy 6eCIIOKOMCTBE B3[paruBaer.
CrioHTaHHaA ABUTaTe/IbHAA aKTMBHOCTD CHYDKeHA. bombioit
POIHMYOK Ha yPOBHE KOCTel depemna 1x1 cM, He HallpsDKEH.
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Ta6muua / Table 1
K1cmoTHO-0CHOBHOE COCTOSTHYIE Y Ta30BBIN COCTAaB KPOBY (BEHO3HBDIIT)
Acid-base state and blood gas composition (venous)
3
Iara 111—111?121/,1 Harpuit, | Kamuit, m 113111:1(:)1:1:3/1’
pCO., PO, Lac, ABE, . mmol/l mol/l
Date pH 2 2 Sodium ) . Glucose,
mmHg | mmHg | mmol/l | mmol/l Sodium | Potassium,
Tum, mmol/l , mmol/l
ium mmol/l
28.06.24 7,380 39,3 53,4 2,88 -2,1 22,7 134,0 4,99 1,2
29.06.24 7,405 39,7 56,6 1,55 -0,3 24,3 141,1 5,71 3,0
01.07.24 7,442 35,9 62,3 1,56 -0,2 23,9 135,3 6,54 3,3
03.07.24 7,432 37,9 52,6 1,47 -0,6 24,7 133,6 6,25 2,1
08.07.24 7,421 38,8 62,3 1,14 -0,2 24,7 1334 4,84 2,9
09.07.24 7,407 41,5 56,4 1,65 -0,8 25,1 133,7 4,72 3,0

MpbleyHbl TOHYC HoBbIlIeH. Cygopor He oTMe4anoch. O0b-
€M CIIOHTaHHOJ IBUTaTeNTbHOM aKTUBHOCTH CHIDKEH. KopoT-
KadA IIed. YCTaHOBKa rO/I0Bbl BIIpaBo. MbllledHas JUCTOHNUA
B BUJI€ TOBBIIIEH)A TOHYCa B IIPOKCUMAJIbHBIX OTZe/NaxX KO-
HewHocrell. [lleitHo-ToHMYecKuit pedrexc Bb3biBaeTcst. Pedh-
JIEKCBI: XBATATENbHBIN, /TaJlOHHO-TONIOBHOI, ITATOYHBIN, OKO-
CIIMHA/IbHBIN, COCATEbHBII, KOXKHbIE, OIIOPhI BbI3HIBAKOTCH,
OBICTPO MCTOL[AIOTCSL.

Cyxo>xnnbHble pedIeKChl: )KUBbIE, paBHbIE, CTOITHBIE ped-
JIEKCBI TI0 CribaTe/IbHOMY TUITY, IIOTIOXXUTEIbHBIN pedrrekc
babuuckoro ¢ obenx Hor. Pediekcbl opanbHO-CHMHATBHO-
rO aBTOMATM3Ma BBI3BIBAIOTCS, OBICTPO MCUYe3ai0T. MeHmHTre-
a/IbHblE CUMIITOMbI OTCYTCTBOBa/IN. [JuaMeTp 3paukoB HOP-
ManbHbIL, D=S.

3a BpeMsa rocnuTanusanuy 6blIa IpoBeeHa BCa HeobXo-
AuMasi 1abopaTopHas ¥ MHCTPyMEHTa/IbHAsl AMATHOCTHUKA,
MO3BO/IMBUIAsA BHICTABUTH OCHOBHOJ U COITyTCTBYIOIME [V~
arHO3bl, ONPEJIENNTh TAKTUKY BEJIEHUs U JIEYEHUs JJaHHOTO
pebeHka.

Ha BTOpBIe CyTKM XM3HM B 0011]eM aHa/Iu3e KPOBM YPOBEHD
JIEIKOLIUTOB coCcTaBmI 27,6x10° /11, oT™Meyancs HeliTpoduiés
(70%) c mocnexyroleit HOpManU3aluell TaHHBIX TAPaMeTPOB
Ha 15-e cyTKu Xn3HU. B 06lieM aHa/mM3e MOYM AaTONIOI NI He
ObUI0 BbIABIEHO. Ha 7-e cyTKu B GMOXMMMYECKOM aHau3e
KPOBIU OTMeYaJIOCh HOBBIIIEHNe YPOBHA 0011ero oumipy6ou-
Ha 710 157, 5 MKMOJIb/TT 3a C4€T HempAMOit GpaKLMy ¢ Ioce-
Tylolleil HopManu3alyeli JaHHOTO IapaMeTpa B IUHAMMKeE Ha
¢one nposoaumoit Tepamyu. C-peakTUBHBIN 6€I0K, JaHHbIE
KOAry/IorpaMMbl KPOBH B IIp€fie/laX HOPMaTMBHBIX 3HAYEHUIL.

AHanM3 KUCIOTHO-OCHOBHOTO COCTOSIHMSA U I'a30Bblil CO-
CTaBa KPOBYU IpeAcTaByeH B Tabymie 1.

C mepBBHIX CYTOK XU3HM y pebeHKa OTMedanach HMepcu-
CTUpyIOI]asd TUIIOINIMKEMMSA, KOTOpas KOPPEKTMPOBaIach
BHYTpUBeHHOJ uHQy3smeir 10%-Hoit rmoko3el. Ilpu mo-
NIBITKE OTMEHbl BHYTPMBEHHO KallelIbHOro BBefeHusa 10%-
HOJ I/IIOKO3bI BO30OHOBJIS/IMCH SIM304bl TMIIOIIMKEMUN
(1,3-2,6 MMonb/m)

Ha ¢oHe an130/10B I'MIIOMIMKEMUN B aHA/IN3€ MOYM KETO-
HOB He 0OHapYy>keHO.

Pe6éHKy ObIT IIPOBEEH CYTOYHBII MOHUTOPUHT YPOBHS
I7II0KO3bI B KPOBU IIOCPEJCTBOM IOPTATMBHOIO ITIOKOMETPA
(Tabm. 2).

I yTOYHEeHMsA AMarHosa Takxke ObUIO IIPOBEHEHO NC-
C/lefloBaHMe YPOBHA KOPTM30/1a, COMaTOTPOIIHOIO FOPMOHA
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(CTT), C-nenTupa uMmMyHopeakTuHoro nHcynusa (VIPY) B
CBIBOPOTKE KPOBM MpM rUIOrnKeMun 1,2 Mmornb/ i (Tabi. 3).

B xadecTBe 30/10TOr0O CTaHAAPTA IPOBOAMIACH TAKKE VA~
THOCTMYecKas Ipoba ¢ rojiofjanueM 4 daca, B Xoie KOTOPOIT B
CBIBOPOTKE UCC/IE0BA/ICS KPOBY YPOBEHb IIMKEMMM B Hava-
JIe U1 B KOHIe Ipo6bl, ypoBeHb VPV, a Takxxe Hamm4me KeTo-
HOBBIX TeJl B Mode (TabL. 4).

Pe6EHKY ObUIM HMpPOBEJEHBI C/IefyIoLIe MHCTPYMEHTAIb-
Hble 00C/Ie[OBaHIA.

HeiticpocoHorpaMma IoKasasa, YTO KeTyJOYKOBbI MH-
JleKC HAaXO[UTCA B IpefenaX HOpMbl. BoKoBble Xemynod-
k1 — g0 1,5 x1,8 MM. MexnonymapHas 1ienb B KOpOHap-
HOJI IUVIOCKOCTN — 3,6MM, B T0OHOM oTmeneHun — 3,0MM,
B 3aTblIOYHOM oThenenuyu — 4,2 mm; I >xemymoyex —
4,4 mm. IlomocTb mpo3padHoil Ieperopogku — 5,2 MM.
Cy6apaxHoupianbHOe IPOCTPAHCTBO — 4,2 MM. Dornblmas
uycrepHa — 4,8 Mm. IlepuBeHTpuKyIsApHas 06/1acTb: 9XO0-
TeHHOCTb YMEpPEHHO MOBBIIIeHa B OOACTV 3aJHUX POrOB
6OKOBBIX XKenyRo4KoB. CTPYKTypHBIE N3MEHEHMsI: HEOHO-
ponubl. Mosonucroe Teno Busyanusupyercs. Cocynucroie
CIIETeHNs NOBBIIIEHHON 5X0 IVIOTHOCTY, HEOZHOPOJHBIE.
Honnnepomerpus: [IMA — 0,79. OA — 0,797, JICK BeHa
Tanena — 14,8 cm/cex, npamoii cunyc JICK — 26,07 cexyn.
b1y BbIAB/IEHBI IPU3HAKY HE3PelTOCTU I'OJIOBHOTO MO3Ta,
yMepeHHbIe MMOCTTUIIOKCUYECKN-NIeMIYecKre N3MeHeHU
IapeHXMMbl TOJIOBHOrO Mo3sra. Hekoropas pumartaums III
JKeTyZ0YKa, MeXIIONYLIAPHOI LIeH, CybapaXHOUAaTbHOTO
IIPOCTPaHCTBA.

TpaHckpaunanbHas poniuvleporpadus MoKasaa lepe-
OpajnbHYI0 apTEPMOBEHO3HYIO [UCTEMMIO IO MHTpaKpa-
HMAJIbHO-IMKBOPOJMHAMMYECKOMY THUIIY. YIbTPa3BYKoO-
BOE JICC/Ie[OBAHME OPTaHOB OPIOIIHOI MOIOCTU U MOYeK
CTPYKTYPHBIX M3MEHEHNUII Ha MOMEHT OCMOTpa He BbIA-
Buio. ITo ganubIM 9X0KC, 0TKpBITOE OBajIbHOE OKHO, CO-
KpaTuTe/NbHas CIOCOOHOCTh MUOKAPAa JIEBOTO XKeMy[OUKa
coxpaHeHa. Ilo laHHBIM 3/eKTpOKapauorpadum, saperu-
CTpMpOBaHA TaxmMKapaus (4acToTa CepAeYHBIX COKpallle-
Huit — 180-190 yn./muH.), HemonHast 670Kaja IPaBoOIl
HOXKM Iydka [uca.

Koncynpranys okynncra (rmasHoe gHo) 01.07.24. Anruo-
matusA ceTyaTky I cTeneHy oboux rma3. PekoMeHgoBabl Helt-
pocoHorpamMMma, ImasHoe gHo 1 pa3 B 1 mecAll.

TaxoKe ObUIV IIPOBeEeHbI KOHCY/IBTALINN Y3KIUX CIIELAIN-
CTOB. 3aK/II0YeHNe JeTCKOro aHfoKpuHoora 01.07.24 (Ha 19
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Tabmuua / Table 2

OG61ye FaHHbIE IO IIMKEMITYeCKOMY npoduio
General results of the glycemic profile

Bpemsa
VICCITEOBAHILA Teenme
‘C’YTT"::““"' 8.30 |11.30 | 14.30 | 17.30 | 20.30 | 23.30 | 2.30 | 5.30 Treatment
Research time
during the day
Hata YpoBeHb IuKeMuy, MMOJIb/JI
Date Date Glycemic level, mmol/I
10%-Has rmoko3a, V — 6 Ma/4
28.06.24 10% glucose, V.— 6 mi/h
10%-H1ag rmoko3a, V — 12 ma/4 (¢ 12:30 mo 17-
30), V— 14 mn/a ¢ 17:30
29.06.24 L3 | 26 | 30 | 24 ) 44 | 41 | 46 ) 42 10% glucose, V- — 12 mi/h (from 12:30 to 17:30), V
— 14 mli/h from 17:30
10%-Has rmoko3a, V. — 14 My/4
30.06.24 4,8 3,2 2,8 4,3 3,6 3,9 3,5 3,6 10% glucose, V — 6 ml/h
Hauano npuéma guasoxcupa 5 Mr/Kr/cyT.,
| cHwoKeHme ckopocTy 10%-Holt ITII0KO3BL 10 6 MI1/4
01.07.24 33 24 30 39 32 36 37 Start taking diazoxide 5 mg/kg/day, reduce the rate
of 10% glucose to 6 ml/h
Huazoxcun, 10%-Hoit TmoKo3bl V. — 5 My1/4
02.07.24 3,9 3,3 4,7 3,4 53 4,3 4,5 3,9 Diazoxide 10% glucose V — 5 mi/h
Inasoxcup, 10%-Ho r1r0K03b1 V — 5 Mi1/4
03.07.24 2,8 3,8 38 | 49 | 46 | 40 | 47 | 41 Diazoxide, 10% glucose V — 5 ml/h
Inasoxcup, 10%-Hoi r1i0K03bl V — 3 M/4
04.07.24 3,9 3,0 4,8 4,7 51 4,2 4,1 4,1 Diazoxide, 10% glucose V — 5 mi/h
Huasoxcum, 10%-Hoit T1roKo3b1 V — 3 M/4
05.07.24 37 | 31 ) 29 | 32| 36| 29 | 34 Diazoxide, 10% glucose V. — 5 ml/h
Huasoxcug, 10%-Hoit T1oko3bl V — 3 My/4
06.07.24 3,7 3,8 4,8 2,7 4,1 4,4 2,6 3,3 Diazoxide, 10% glucose V — 5 ml/h
Hunasoxcup, 10%-Hoit r1roKo3sl V — 3 M/4
07.07.24 48 | 68 | 40 34 ] 44 34 Diazoxide, 10% glucose V.— 5 ml/h
Jwasoxcn, ormeHa nHdy3uu, ¢ y4éTom
COXPaHSOIVIXCS MM30/0B TUIIOCOCTOSHNIT HA
¢oHe orMeHbI NHQY3NOHHOI Tepalny, 503a
AMA30KCUAIA yBeIudeHa o 5,5 MI/Kr/CyT.
08.07.24 32 | 27 | 33 | 41 | 41 | 44 | 44 | 47 Diazoxide, cancellation of infusion, taking into
account the persisting episodes of hypo-states
against the background of cancellation of infusion
therapy, the dose of diazoxide is increased to 5.5
mg/kg/day
Inasoxcup, 10%-Hoit r1IoK03el V — 5 M1/4
09.07.24 41 31 36 43 Diazoxide, 10% glucose V. — 5 ml/h
Hwnasoxcum, 10%-Hoit TII0K03bl V — 5 My/4
10.07.24 43 | 30150 ) 411 441 30 ) 47 ) Diazoxide, 10% glucose V. — 5 ml/h

CYTKM XXM3HU): BPOX/EHHBIII TUIIEPUHCYIMHU3M. PekoMeH-
moBaHo crexyouee: 1. Hagats Tepanuio Inasokcrugom (IIpo-
IJIMKeM) M3 pacyéTa 5 Mr/Kr/cyT., 20 Mr/cyT., 1o 5 Mr 4 pasa
B feHb (6:00, 12:00, 18:00, 21:00). 2. KoHTpoIb YpOBHA I/N-
KeMuu Kaxzble 3—4 qaca nepey kopmieHneM. 3. Koppexiusa
ckopocty BBefieHus: 10%-Hoil III0K03bI (YMeHbIIeHNe), Ipu
TOCTVDKEHUY CTOMKO 3YI/IMKEMUY MEXY IpreMaMy MUIIN
3,5-4,0 MMOIB/ ).

Koncynpraums perckoro supokpunornora 08.07.24 (Ha
26 cyTkm >xu3Hu). [luHaMmu4eckoe HabIIOfeHNe 3a MAllVeH-
TOM, BBIABWIO KOnebaHusA INMKEMUN OT 2,6 MMOJb/I o 4,7
MMO/B/71 Ha GOHe Tepanuy MpernapaToM AMA3OKCUL B O3€
20 mr/cyTKu, CHIKeHUA ckopocty uHdysuy 10%-Hoii 1710-
KO3blI 10 3 Mi/4ac. ITonmydyeHHble pe3ynbTaThl TOPMOHAIbHO-
ro o6cnmenoBanus ot 28.06.24, BBIABMBIINE HA (bone TUIIO-
rukemun 1,2 Mmonb/n, — orcyTcrBue usmenenuii 8 KIIC:

Menuuynacknit BectHUK FOra Poccun
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3.1.21 A CASE OF CONGENITAL HYPERINSULINISM IN A CHILD
WITH HYPOXIC-ISCHEMIC CNS DAMAGE
Tabmuua / Table 3
Yposensb koprusona, CTI, C-mentupma u VIPVI B cbIBOpOTKe KPOBU IIpY TUIIOTIMKeNH 1,2 MMOIb/II
The level of cortisol, growth hormone, C-peptide and IRI in the blood serum with hypoglycemia 1,2 mmol/l
Iata Iloxasatenn Pesynbrar PedepenTHsie npenenbl
Date Indicator Result Reference limits
Koptuson 189,6 umonb/n 189,6 190-690 Hl;[/[gﬁbl/_}(l)(ngo ¢ 8:00
28.06.24 Cortisol nmol/l 190-690 nmol/l
(morning from 8 a.m. to 11 a.m.)
CTT 3,82 Hr/mn 0-8,71 Hr/mn
28.06.24 STG 3,82 ng/ml 0-8,71ng/ml
C-nentup 2,9 Hr/mMn 0,5-3,2 °Hr/mn
28.06.24 C-peptide 2,9 ng/ml 0,5-3,2 ng/ml
28.06.24 nPU 10,0 mxEn/mn 2-250 mxEn/mn
o Insulin 10,0 uU/ml 2-250 uU/ml
Ta6numa / Table 4
ITpo6a c ronogannem (Ha poHe mpuéMa gMa30OKCUAA 5 MI/KI/CyT)
Fasting test (while taking diazoxide 5 mg/kg/day)
IIpogomxuTenbHOCTh 4 vaca
Duration 4 hours

[IIr0K03a Ha MOMEHT Hadaia POGBI 110 [IIIOKOMETPY
Glucose at the start of the test using a glucometer

3,4 MMO7B/1 (TI0 TTTIOKOMETPY)
3,4 mmol/l (according to glucometer)

['I0k03a B KOHIIe IPOObI
Glucose at the end of the test

2,7 mMonb/n (1o TIIoKoMeTpy), 2,9 Mmmons/ i (o KIIIC)
2,7 mmol/l (according to a glucometer), 2,9 mmol/l (according
to acid-base balance)

VPU, MxEg/mn (2-25) 4,9vxEn/Mn
IRI, uU/ml (2-25) 4,9 uU/ml
Keronsr B Moue He onpepnenarorca
Ketones in urine Not defined

pH 7,38, BE-2,44 MMO/Ib//; HOPMa/IbHBI YPOBEHb KOPTU30-
nma — 189,6 HMOb/JI, HE3HAYUTENBHOE TIOBBIILIEHNE YPOBHA
CTT (3,82 Hr/Mi1), OTCyTCTBME KETOHOBBIX Te/l B 00IIjeM aHa-
nmuse Mouy; yposeHb C-nenTuja 2,9 HI/MJI U BBICOKMIL ypoO-
BeHb VIPYI — 10 mxMEn/mi1, MO3BOMAIOT CUUTATHCSA C OKOH-
YJaTe/lbHBIM JMArHO30M «BpOK/I€HHBI TUIIEPUHCYIHNU3MY.
PexomenpoBano cnepymomee: 1. lnazoxcup (IIpornukem) n3
pacuéra 5,5 MI/Kr/cyT., 25 Mr/cyT., 1o 6,25 Mr 4 pasa B fieHb
(6:00, 12:00, 18:00, 21:00). 2. KoHTpOIb YPOBHS IIMKEMUN
KaKzible 3—4 yaca nepef; KOpM/IeHMEM. 3. YMeHblIeHue 00bé-
Ma, a TaK)Ke JjaIbHermas orMeHa nHGysun 10%-Holl IIIIKO-
3bI IIPY JOCTVKEHUM CTOMKOI SYT/IMKEMUM MEXY BbIlIe 3,5
MMOJIB/T1 Ha GOHE KOPPEKIMM JO3bI AUA30KCUTIA.

KonrponsHoe ronoganue: 3abop VIPY, KIIC, 06mmit ana-
73 Moun (OIpefeeHre KETOHOBBIX Te/) Ha (POHE TOTIOFHOTO
MIPOMEXYTKa 3,5-4 Jaca I /MIn JOCTVDKEHNA TUIIOITMKEMUN.

ITocrte moy4yeHMst pe3yabTaTOB IPOOBI ITTAHUPYETCA IIPO-
BefleHMe NMCTAHILMOHHON TeJleMefMIIMHCKOI KOHCYIbTAlNN
1o cucreme Bpay — Bpad ¢ «<HMML] SupokprHomornm» ¢ 1e-
TbI0 YTOYHEHMS JIMAarHO3a, ONpeNle/ieHNs fabHeuei Tak-
TUKMV BeJIeHUS Tal[MeHTa.

Koncynpranus reneruka. Ilo jaHHBIM 0OCMOTpa, TeMaHT1-
oMa KOXU Hoca 1 716a. AHOMA/INM CO CTOPOHBI BHYTPEHHUX
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OpraHoOB, 10 JaHHBIM JIA00PATOPHOrO 0OC/IEOBAHN, HE BbI-
apneHpl. CHMHIPOM TMIOIIMKeMUU. B cydae OTCYTCTBMA
MIOJIOKUTE/IbHON JAVMHAMMKM OT Kypca AMOKCUAVHA PeKo-
MeHj0BaHO nposefenne JHK puarHocTuky mogHoe cekse-
HUpPOBaHMe TeHOMa.

KoHcynpranusa HeBposora. 3akIOueHue: XpOHMYecKas
BHyTpuyTpobHast runokcust. Llepe6panpras niemys I crere-
H1. Mopdodyukimonansras Hespenocts ITHC, HapyxHbIi
rupporedaabHbI CUHAPOM | cTeneHy, BeHTPUKYIOMeraist
III >xenmymouka, apTepuoBeHO3Has AUCQYHKIMA B KapOTUJ-
HOM 6accekilHe ¢ TPaH3UTOPHOI BHY TPUUYEPEIIHOI TUIIepTeH-
31eil, BeTeTOCOCYAMUCTasA AUCTOHNS, IPAaBOCTOPOHHMII IMpa-
MMAHBI cuHApoM. C y4éTOM HalInM4usA reMaHTUMOM B 00/1acTi
ymua HeobxopuMo uckmountb (axomaros Illrypre Bebepa.
HeonaranbHas runormkemns? [unepuncynmansm? PekoMen-
nosano crexytougee: 1. KT ronmosroro mosra (v MPT ronos-
Horo mosra + MPA, + MBI 2. KoHTpo/b YpOBHA 1L€/I0YHOI
¢docdarasel, obuiero Henka, KpearnHuHa. 3. KOHTponb ypoBH:
IJIMKeMVM Kbl 3—4 vaca, koutpons VIPY. 4. HCT'+TK/T.
4. KoHTpO/b YPOBHA aMU/Ia3bl, C-MENTHUIA.

IIpn HeoOXOAMMOCTH HMOBTOPHO KOHCY/IbTALIUsI €HEeTH-
Ka, pu HeobxopumocTy ¢ nposegennem JHK- auarsoctuku
METOZIOM IIOJIHOTO CEKBeCTPMPOBaHuUA 3K30Ma. B rmtane 99T
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(mpononrnpoBanHas). OcTanbHble UCCIELOBAHUA 110 JTUCTY
HasHAYeHMs COITIACOBaHBI. PeKOMeHJ0BaHO IPOJOLKUTDH
BbINayBaHMe 5%-HOl ITIF0OKO301i, Tepanyio IPOITMKEMOM IO
5 mr 4 pasa, cynbdar maravs 25% 0,8 v Ne 5. Bur.B1 u Bur.
B6 o 0,5 mn B/M Ne 7 uepes fienb. Koprekcun 5 Mr BHYTpu-
MbimegHo Ne 10.

JuHaMm4eckoe HabmIomeHMe

KoHcynpranys Helipoxupypra. 3ak/n1oueHne: ClefyeT Cun-
TAaThCs C HAIM4MeM Y pebeHKa [iepeOpanbHOI nineMun 2 cTe-
I[IeHN, HAPY>XHOTO I'MAporedasbHOTO CUHAPOMA 1 CTeIeHM.
C y4éTOM OTCYTCTBUA KIMHNYECKON CMMIITOMAaTUKN B BUJE
6eCIIOKOIICTBA, TATOJIOTMYECKOl MPUOABKM OKPY>KHOCTHU TO-
JIOBBI, HAIIPsKEHNSA OO/IBIIOr0 POJHMYKA B HACTOSALINIT MO-
MeHT ToKasanuii i nposefienna KT romoBHoro Mosra Her,
HEeOOXOIMMO IHPOBECTM 4Yepe3 Mecsl] HellpOCOHOIPaMMy B
puHamuke. C y4éTOM Hanm4usi TEMaHTHMOM B OO/IacTM JIMIA
He0OXOAMO IIPOBECTI KOHCY/IbTALNIO HEMIPOXUPYPra B [leT-
CKOI1 06macTHON GonbHuUIlEe (HEOOXOAMMO HANpaB/eHMe U3
HeTCKON HMONMVKIMHUKIA IO MECTY SKUTENIbCTBA) B IVITAHOBOM
HOPSIfiKe MOCTIe BBIIMCKY pebeHKa U3 OTAe/IeHNs ISl pelle-
HUS Bompoca o Heobxopmmocty nposenerust KT romosHoro
Mo3ra. B ciydae HapacTaHUsA OKPY)XHOCTHM TOJIOBBI, Halps-
JKeHsI OOTIBIIOrO POJHIYKA, KOHCY/IBTALVS HeIIPOXUPYPra.

HanpbHeitiee KIMHUYECKOe HaOMOIeHNe 3a pebeHKoM,
BBIABMBINEE M3OBITOYHOE PasBUTHUE IOAKOXHO-KIPOBOTO
cos, MakpocoMmy, 6omee pefKue SIU30/bI TUIIOITTNKeMUN
(1 pas B cyTkn 2,7 MMONb/T; 2,9 MMOJIB/JT), TIOfATOIVIEC
KOPPEKUMN IIyTEM SHTEPATBbHOTO BBELEHM 5%-HOII I/II0KO-
3bl, C Y4€TOM HOBBIIIEHHOTO YPOBHS MHCY/IMHA B KPOBU JIO
10,0 MxME]Jl/Mn 1 cHMO>KeHMeM [AHHOTO IlapaMeTpa B [u-
HaMmIuKe 3aboneBanus no 4,9 MxMEn/Mi, mpu HOpManbHOM
YPOBHE KOPTN30/1a, HE3HAYMTETbHOM IIOBBIIIEHNY YPOBHS
CTT, ¢ y4éToM OTCYTCTBUS KETOHOBBIX Te/l B 00IeM aHa/Iu-
3€ MOYl, C Y4€TOM KOHCY/IbTally 9HAOKPMHOJIOTa Bpaya-Te-
HeTHKa, JaHHBIX Y3V opraHoB OPIOIIHOI ITOTOCTH, He BBI-
BMBIINX CTPYKTYPHBIX M3MEHEHNUI MOMKeTyTOUHOI XKele3bl,
MO3BO/IMIN CUUTATHCA C OCHOBHBIM KIMHMYECKUM JJMAarHO-
som (E16.1) mpyrre ¢opMbl I'MIOIIMKEMMA: BPOXKIEHHBII
TUIIEPUHCYINHU3M, AMA3O0KCUJI-3aBUCUMOe TedeHue. Code-
TaHHBI/I OCHOBHOJM KIMHWYECKUI OMAarHO3 — uepe6panh-
Has MIIeMMsA CPelHell CTelleHM, Hapy)KHbII ruppouedarns-
HBIIT cuHApOM I cTemeHy; apTeproBeHO3HAsA AUCHYHKUUA B
KapoTUHOM OacceliHe ¢ BHYTPUYEPEIHO TIMIepTeH3uell;
CUHJPOM HEpPBHO-PeIeKTOPHOI BO3OYAUMOCTY; CHHAPOM
MIMPAMUJIHON HEJOCTAaTOYHOCTU; CUHIPOM BeTeTaTUBHOI
AVCYHKIVN, IPAaBOCTOPOHHSS HelPOreHHast KPUBOLIEsL.

ConyTcTBYIOLIMIT KIMHUYECKMII [MATHO3 — KPYIIHBII
BeC IIpM pOXJeHNN. [Ipyrie yTOYHeHHbIe BPOXKAEHHbIE aHO-
Maquy KOXXM: TeMaHIMoMa KOy Hoca u j16a. OyHKIMOHNK-
pylomas ¢eTanbHas KOMMYHUKAalIMA — OTKPBITBIN apre-
PMANBHBI TIPOTOK (3aKpBIT), OTKPBITOE OBaJbHOE OKHO.
Bpox/i€HHasA IpaBOCTOPOHHSAA THEBMOHUA, CPEHETKENOe
TedeHe, HeoCnoXXHEHHas popma, TH 0-1 ct. CCH 0 cr., pe-
KOHBAJIeCLIEHT. [Ipyrue yTOYHEHHBIE PACCTPOICTBA CUCTEMBI
IuieBapeHns B IMepMHATa/JbHOM IIepuofe: AUCOaKTepros
KUIIEYHMKA MIPOTEIHOI ¥ IPUOKOBOI STUOMOTUY B CTAIUN
cybkommencanuu II crenenm.

Ha 18-e cyTkm >KM3HM C COI/IacCMA MaTepu IO >KM3HEH-
HBIM IIOKAa3aHMAM B OTAE/NCHMM Hadara Tepamusa Jmasok-
cupoMm (ITpoxmukem) B gose 20 mr/cyT (5,0 Mr/kr/cyT) mog

KOHTPOJIEM ITIMKeMMIY, Ha (POHEe YeT0 OTMeYaach TeH/ICHIVS
K cTabunmusaryy nokasareseit rkemnn. ITocie oTMeHbI MH-
¢dysuonHOIT Tepamyu 10%-HOJ ITIOKO3BI. KOTeOaHNUsA ypOB-
Hs IJIMKEMUH TI0 TJIIOKOMETpPY cocTaBuan 2,7 — 5,0 MMOb/I.
ITo pesynbraTaM IPOOBI C TONOJAHMEM, OTMEYeHa MOTOXKN-
Te/IbHAsA IVHAMMKA: TOTOSHBIN IPOMEXYTOK — 4 Jaca, I/IN-
KeMMs B Havasie Ipo6bl — 3,4 MMOJIb/JI, B KOHILE IIPOOBI —
2,7 MMOJb/7, TIOKaBIeHNe MHCyIMHa — jo 4,9 MxMEn/mi,
YTO IMO3BOMMIO CUUTATBCA C [UA3OKCHU[-UYBCTBUTEIbHBIM
TeueHMeM BPOXKIEHHOTO TMIIEPMHCYIMHM3MA. Tepamus me-
PeHOCHIIACh YOBIETBOPUTENIBHO, 3HAYMMbIX OOOYHBIX 9¢-
¢dexToB He 06HapyKeHO. OHAKO C YYETOM COXPaHAIOLIECA
TUIIOI/IMKeMUM 2,7 MMOJIb/TT Ha pOHE TOIOJHOTO IPOMEXKYT-
Ka J03a AuasoKcupia yBemmdeHa o 25 mr/cyT. (5,5 mr/kr/
cyT.). Takum o6pasom, pebeHOK Ionydan Auasokcuy (mpo-
IJIMKeM) 5 MI/KI Macchl B CYTKM, TO €CTb IO 5 MI 4 pasa B
nmenb (6.00; 12.00; 18.00; 24.00) B TeyeHue 8 gHEN, 3aTEM II0
5,5 Mr/Kr/cyT., To ecTb 10 6,25 Mr (1/4 Tab11.) 4 pasa B CyTKn
(6.00; 12.00; 18.00; 24.00) IOCTOSAHHO.

ButammHOTepanus: TMaMuHa xmopup 5% (ButamuH 1) mo
0,3 M1 1 pa3 B [ieHb Yepes JileHb BHYTPUMBIIIEYHO, Yepenys C
IMupupoxcus xnopugom 5% (Burtamuu B6) mo 0,3 m 1 pas B
TleHb 4epes JIeHb.

AHTbaKTepyanbHble MPErapaThl: aMINIVIINH U Cy/lb-
6akTaM, aMuKaLuH, [eGOTaKCUM.

INonumnenTuasl KOpbI TOIOBHOTO MO3ra CKOTa: KOPTEKCUH
2 mr (0,4 M) 1 pas B ieHb BHYTPUMBIIIEYHO.

CnasMomuTHKu: fpotaBepuH (Ho-uma) mo 0,3 mn 2 pasza B
TleHb BHYTPUMBbILIEYHO

lenmapun 15 EJI 1 pas B fgenbp, 10 gHeit.

ITpo6uornk: 6udupymbakTepuH 10 5 103 2pasa B ieHb.

Cexkcradar (mmobakrepuodar) 1mo 5 M1 2pasa B JIeHb.

Ha ¢oHe mpoBOAMMOIl Tepamuy OTMEYAIoTCs CTabumn-
3alMA COCTOSIHMUA, YIydllleHJe alIeTUTa, IMOI0KUTeTbHasA
IMHAaMMKa B mpuOaBKe Macchl Tema (3a Mecsr IMpuOaBuUI
646 T), Mcyesna XeNTYIUIHOCTb KOXI, OTMEYaeTCsl BOCCTA-
HOBJIEHNE MBIIIEYHOTO TOHYCA I HOPMalIn3anusa CyX0XKIIb-
HbIX pedriekcoB, yBemrdeH1e o0béMa CIIOHTAHHOI JBUTra-
Te/IbHOI aKTMBHOCTY, HOPMAIN30Ba/ICsA YPOBEHD ITIIOKO3bI
B KpoBI. B Bo3pacte 1 Mecsina pe6EHOK ObI BBIINCAH 13
CTall¥lOHapa JOMOI ¢ peKOMeHJaluell MpOofo/LKUTh Tepa-
M0 JMA30KCUTIOM.

Pe6EHOK OB KOHCY/IBTHPOBAH B Bo3pacte 1,5 MecsieB
B «HMUII Oupoxpunomorunm» MmunsgpaBa Poccun. [ua-
THO3 — BPOXXIEHHBIN TUMIEPUHCYIVHNU3M, OUA30KCU-3aBI-
CUMOe TeueHNe, TOATBEePKAEH.

B Bospacre 5 MecsilieB pe6EHKY ObIIO IIpOBefieHO nabopa-
TOpHOE JCcCefoBaHue (CeKBeHVpoBaHue maHenu «CaxapHbli
nyabeT — TUIePUHCYINHN3MY ). Pe3y/IbTar: IaTOreHHBIX U Be-
POATHO ITaTOTEHHBIX BAPMAHTOB, a TAK)Ke BAPUAHTOB C HEM3-
BECTHOI KJIMHMYECKOI 3HAYMMOCTDBIO, OODBACHIIOIINX MPH-
YIHY 3a00/IeBaHNUA Ha MOJIEKY/IAPHO-TeHeTUIeCKOM YPOBHE,
He 0OHapY>KeHO.

O6cyxpeHne
HecmoTpA Ha He3HAYMTEIbHYI0 YacTOTY BCTpedaeMo-
¢t BTVl m [OCTaTOYHYI0 TeTepOTreHHOCTh 3ab0JeBaHu,
IO/ TBEP>K/jeHa BO3MOXXHOCTb CBOEBPEMEHHO AMarHOCTH-
ku un nedenusa BI'V y pereii. Pannee HasHavyeHMe ajieKBar-
HOJI TepaIy M03BOJISIET JOCTUYb KOMIIEHCAaIuy 3abojeBa-
HUS U IPODUIAKTIPOBATH HEBPOJIOTMYECKIE OC/TOKHEHIST
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A CASE OF CONGENITAL HYPERINSULINISM IN A CHILD
WITH HYPOXIC-ISCHEMIC CNS DAMAGE

B mociepyoueM [3]. OTuonorus gaHHOro 3a007eBaHMsA JO
KOHIIa He V3y4YeHa, IIPY 9TOM Psiji aBTOPOB yKa3bIBaeT Ha
TO, YTO OJHUM 13 (PAKTOPOB PUCKA Pa3BUTHS BPOX/EHHO-
To I‘I/IHep]/IHCyIH/IHI/I?;Ma ABJISAETCA aC(bI/IKCI/IH HPI/I pO)KI_IeHI/H/I
[2]. OcobeHHOCTDIO JAHHOTO CIy4ast sIB/ISETCS TAKXe U CO-
YeTaHHBII XapaKTep MATONOrNU. [IpPOAEMOHCTPUPOBAHO
KpaiiHe He6IaronpusATHOE BIMSAHME BHYTPUYTPOOHOI -
HOKCUM, KaK IOBpeX/aniero gakropa, Ha popMupoBaHme
BHYTPUYTPOOHOIT 1 ITOCTHATA/IBHOI I'MIIEPIIPOLYKLIMN MH-
Cy]H/IHa, q9To Hp]/[BeHO K PaSBI/ITI/IIO BpO)K]IéHHOI‘O FI/IHepI/IH-
cynvHu3Ma Ha (OHe TUIIOKCUYECKV-UIIEMIYECKOTO HOopa-
sxerus [THC.

3akmoyenne
IIpencraBneHHbli KIMHUYECKMII Caydail JeMOHCTPU-
pPyeT HeoOXOAMMOCTb CBOEBPEMEHHOTO BBIIB/ICHNUS TWIIO-
TTIMKEMIYECKUX COCTOSAHUI Yy HOBOPOXJEHHBIX, 0coO6eHHOo

MMEIOIMX TAKOI aHTEeHATAJIbHBIN (aKTOp PUCKA, KaK BHY-
TPUYTPOOHAs TUIIOKCH, C TOCTEAYOLIMM PasBUTHEM TMIIOK-
cndecku-umemmdeckoro nopaxenus ITHC. Heonaronoram
HeoOXO/[IMO YUUTBIBATH, YTO IUIOITINKEMIH Y HOBOPOXK/IEH-
HbBIX MOTYT OBITb CBsI3aHBI He TO/IbKO C TPAH3UTOPHBIMMU Ha-
PYLIEHUAMU, HO U C MATOJIOTHEN IOPKETyJOYHOI XKenespl. B
CIy4asiX CTOMKOJ IMIIOMIMKEMIUM HOBOPOX/IEHHBIM B 00s13a-
TEeNIbHOM IIODsAJKe IIOKa3aHa KOHCY/IbTalMsA [E€TCKOTO SHJIO-
KPMHOJIOTa, MCCTIEOBaHNe YPOBH MHCY/INHA B KPOBU, B CITy-
Yyae BBIAB/ICHNA €T0 MTOBBIIIEHHOTo ypoBHA (Bbme 2,0 MKE]T/
M) — He3aMeJINTelIbHOe Ha3HaueHMe IaTOreHeTNIecKO
KOPPEKLUMM IIPENapaToM AUa3OKCUM, MEXaHM3M JeiCTBUA
KOTOPOrO OCHOBaH Ha IOJAB/IEHUM BbICBOOOX[IEHUA MWH-
cynmuHa n3 6era-K/IeTOK IIOJKeTyLOYHOI JKeyesbl, YTO CIO-
COOCTBYeT HOpMa/IN3aLUy YPOBHA ITIIOKO3bI B KPOBY U TIpe-
IITCTBYeT PasBUTHUIO HEOOPATVMMbIX MOBPEXJEHWIT KIeTOK
TOIOBHOTO MO3Ta.
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