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Knmangecknit  cry4ail BpOX/EHHOTO THUIIEPUHCYIMHU3Ma, anddysHas ¢opma, ¢apMaKope3UCTEeHTHOE TedeHue
(rereposurornas Myranusic. 13611363 dup CGG Brene GCK) y peOeHka paHHero Bo3pacTaIpeficTaB/IeH Kak IIpyMep oppaHHOro
TSDKEJIOT0 3a60JIeBaHIsA C KpaliHe HeOIaronpusATHBIM TedeHIeM i BePOSATHOCTBIO YXYAIICHN OTHAATIeHHOTO IIporHo3a. Llenbio
ABWIOCH OCBeIljeHMe KIVMHWYeCKUX IIPOABEHMII, BAPMAHTOB TeUeHM:, CIOKHOCTY TepaIluy AAHHOM MATONIOTUM IIVPOKOMY
Kpyry Bpadeil pasHONl CHelVanuM3anyuy B OOJacTM IeAMaTpuy C IO3MIVIT IOBBIIICHUS KadecTBa 1M CBOEBPEMEHHOCTHU
AVMATHOCTYKMY, CHIDKEHNSI 4MCIa OC/IOKHEHUN ¢ (OpMUPOBAHMEM HEIOIPABMMBIX IIOCTEACTBUIl. IIpescTaBiser mHTEpec
Hanboree TsHKeNoe TedeHe TUITOITMKeMITYeCKIX COCTOSHMI B paHHeM HeOHaTa/IbHOM IepIofie, 3aBUCUMOCTb (GOPMUPOBAHNA
BBIP@KEHHOT'O HEBPOJIOTMYECKOTO iepUIINTA OT CTEHEeHN 1 IPOAO/DKUTEIBHOCTY IUIIOMIMKEMUIT, YTO TOAYEPKUBAET BAKHOCTD
UX CBOEBPEMEHHOI KOPPEKIVM /I COXPAaHEHNs KayeCTBa )KM3HM JAHHOMY KOHTMHIEHTY JIeTell.
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A clinical case of congenital hyperinsulinism in an early child
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A clinical case of congenital hyperinsulinism, diffuse form, pharmacoresistant course (heterozygous mutation of p. 1361 1363
dup CGG in the GCK gene) in an early child is presented as an example of an orphan severe disease with an extremely unfavorable
course and a probability of deterioration of the long-term prognosis. The goal was to highlight the clinical manifestations, course
options, and complexity of treatment of this pathology to a wide range of doctors of different specialties in the field of Pediatrics in
terms of improving the quality and timeliness of diagnosis, reducing the number of complications with the formation of irreparable
consequences. Attention is drawn to the most severe course of hypoglycemic conditions in the early neonatal period, the depen-
dence of the formation of a pronounced neurological deficit on the degree and duration of hypoglycemia, which emphasizes the
importance of their timely correction to preserve the quality of life of this contingent of children.
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60/IMYeCKINX IIPOLECCOB, HEOOXOMMMBIX /IS XKU3-

HeJeATEeNIbHOCTY K/IETOK BCEX CUCTEM OpraHu3Ma
4e/I0BEeKa, B IIEPBYI0 O4epeflb KJIeTOK TOJOBHOTO MO3Ta U
CepIEeYHO-COCYAUCTON cucTeMbl. KoHILleHTpanysa IIIOKO3bI
B KpOBI/I YeJI0BEKa HO,HJICP)KI/IB&GTCS{ B ITOCTAaTOYHO YSKI/IX
mpepenax (2,8 - 7,8 MMO/IB//1) M He 3aBUCUT OT IIOJIA, BO3-
pacTa, xapakrepa IMTaHMsA U (PU3NYECKON HATPY3KM. ITO

I \r0K03a — OJVIH 13 OCHOBHBIX KOMIIOHEHTOB M€Ta-

4 EET

[MOCTOSHCTBO O0€eCIeYnBaeT TKAHM MO3Ta JOCTaTOYHbBIM,
CTaOV/IPHBIM KO/IMYECTBOM IJIIOKO3bI, KOTOpasi SIBIIAETCS
I HUX OCHOBOJI 9HEPreTHYeCKOro 0OMeHa 1 YHUKATbHbIM
MCTOYHUKOM 9Hepruu. Tak KaK K/IE€TKM OJIOBHOTO MO3Ta He
MOTYT CaMOCTOSTE/IBHO IPOU3BOAUTD U HAKAIUIMBATD IJIIO-
KO3y, CHYDKeHJe KOHIIEHTPAIMI B KPOBI HIDKE JOIYCTUMOTO
YPOBHS OTPaHNYMBAET €€ IOCTYIUIEHNE K TKAHsIM MO3Ta, 00-
YCTIOB/IMBAs MX TMITOKCHIO U atpodumio [1].
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Ocoboe momoXKeHMe MpY M3YYeHUM TUIOITMKEMUYECKIX
COCTOAHMII 3aHMMAIOT HOBOPOXKIEHHbIE B PAaHHEM HEOHATAJIb-
HOM Tmiepuofie. B Poccum mokasaTeseM I'MIIOITIMKEMUN B He-
OHATATIbHOM IIepUOfie ABJAETCA YPOBEHb ITIIOKO3bl MeHee 2,6
MMOJIb//l. AHa/IU3 pPe3yIbTaToB OONBILIOTO YMCIa MCCIeNOBa-
HMIA, TIOCBALIEHHBIX TUIIOIIMKEMUAM Y JieTell, BbIABUII 3HAUN-
TeJIbHBIN IMANa3oH KomeOanumit rrokossl (1,8 — 6,2 MMO/b/n),
Ha/4ye KOpPeIALJIOHHO CBA3U MeXKIy HU3KIM ee YPOBHEM I
JIeTaJIbHBIM MICXOHOM [2]. B To e BpeMs McCenoBaHyst, Haul-
Has ¢ 60 — 70-X IT. IPOIJIOTO CTONIETH, HE BbIPAXKa/IM €ITHOTO
MHEHVA O BIVIAHMY IMIOIVIVKEMMM Ha pasBUTHE OTJa/leHHbIX
IICHXOHEBPOJIOTMYECKIX PACCTPOIICTB, 0COOEHHO HocTe «bec-
CUMIITOMHOJ TUIIOITMKeMuM» [3]. YkasaHHOe MBbITamich 00b-
SICHUTD HA/IMYVEM Y HOBOPOXK/IEHHBIX, 0COOEHHO B IiepBble 48
— 72 4aca, KOMIIEHCATOPHBIX MEXaHI3MOB, B TOM 4HCJIE a/IbTep-
HATVMBHBIX CyOCTPATOB SHepruy (KMPHBIX KMC/IOT, KETOHOBBIX
TeJI), PEIATCTBYIOMINX Pa3BUTHUIO OBPEK/CHNII TKAHU MO3Ta,
a IJIaBHOE, Pas3/IMYHBIMM METOJIO/IOTMYECKUMI TIOfIXOfIaMI, He
VUUTHIBABIIMMI YETKO CTEIIeHb TsDKECTU ¥ IIPOJO/DKUTEIb-
HOCTb I'MIorIMKeMy. [IpaBOMOYHOCTD IOC/IEHETO IIPEATIONO-
JKeHNSI ObIIa IOATBEPKIeHa SKCIIEPVIMEHTAIbHBIMI JAHHBIMIA,
TIOKa3aBIINMI, YTO TsDKe/Ias MPOLO/DKNUTE/TIbHAS TUIOITIMKEMIL
KOPpeMpyeT ¢ HeBPOIOTMYeCKMI MoBpexkaenysAmi [4]. C mo-
MOIIBIO 3/IEKTPOHHOM MMKPOCKOIMM YCTAHOBJIEHO, YTO OHM
SIBTSTIOTCSL CTIEICTBYEM He MIPOCTO MeTabOMNYeCKOro MCTOILIe-
HIIS, @ aKTUBHOTO TIOBPEXK/IEHVISI HEJIPOHOB, IPEMMYIIeCTBEHHO
B KOpe TOJIOBHOTO MOS3Ta, TUIIIIOKAMIIE, XBOCTATOM SJipe, YTO
I03BOJISIET TOBOPUTD O CIIELMIIHOCTI IOPAXKEHNS TIPU IKC-
NIepYMeHTa/IbHON TUIIONIKEMIUY B OT/IN4Ye OT IUIIOKCIIeCKN-
MILEMIIeCKOT0o HOBPeXXeHNs [5].

B HacrosIee BpeMs yTBepAMIOCh MHEHME, YTO HelpOIyn-
KeMIISA BCTIEICTBYE TIePCUCTUPYIOLINX M PeLUVBUPYIOMINX T~
TIOITIMKEMIYECKMX COCTOSIHMIA HAa PAHHMX 3TaIlaX OHTOreHes3a y
HeTeil B Hepyof GOpMUpPOBAHYIL OCHOBHBIX CTPYKTYP TOJIOB-
HOTO MO3Ta, MOXKET IIPUBOAMUTD K HEOOPATUMBIM M3MEHEHNSIM
ITHC ¢ pa3ButieM BBIPQKEHHOTO HEBPOIOTITIECKOrO Jieui-
Ta ¥ 3a/Iep>KKI IICXOMOTOPHOTO Pa3BUTHA.

B KIMHMKe HEOHATa/IbHBIX TMIIOIIMKEMUIL BBIJIC/IEHDI JIBE
6o7blIIVe TPYIIIIBL:

o TpaH3UTOPHbIE TIMIIOIIMKEMVM, BK/IIOYAIOIIVE paH-
HIOI0 HEOHATA/IbHYI0 TMIOIIMKeMuio (6 — 12 gacoB);
K/IACCUYECKYI0 TPAaHSUTOPHYIO TIMIOIIMKemmio (12 -
48 4acoB >KM3HM); BTOPMYHYIO TUIIOITIMKEMIIO BCTII-
CTBHUe aHTe-MHTPAHATAIbHBIX (PAaKTOPOB PUCKA, TUIIOK-
cny-vireMny, NHQEKIVIOHHBIX (PaKTOPOB, KPOBOM3/INS-
HII1 B HAJTIOYEYHNKI U PARA JPYTUX;

o IEpCUCTMpYIOLe TUIOINMKeMuy (mocme 7 CyTOK),
IpeAIonaramnpye OOoMbIION CIEKTP IATOTOrMYECKIX
COCTOAHMIA, OOYC/IOB/ICHHBIX Pa3HBIMU STHOIATOTEHe-
TUYECKUMM MEXaHM3MaMM, B OCHOBE KOTOPBIX — Jie-
(UIMT TOPMOHOB; TUIIEPUHCYIMHUSM; HapyLIeHUe
CMHTe3a aMUHOKMCIOT; 3abo/eBaHus, CBsI3aHHbIE C
OKICTIEHNEM J>KMPHBIX KUCTOT, a TaKXKe C Hapylle-
HyieM 0Opa30BaHs [IIOKO3BI Y [IPyTiie COCTOSTHIS, 00Y-
CTIOBJIEHHBIE HAC/IEICTBEHHBIMI HAPYIIEHNIMI OOMEHa.

Tunepuncynmuaemmndeckye runornmukemyn (I'T), ABomu-
ecsl CTIefiCTBIEM TUIEPHIPORYKLNY MHCY/IMHA, MOTYT ObITb KaK
MEePCUCTUPYIOLUMY (IPY BPOXKICHHOM TMIEPUHCYIMHNU3ME,
MHCY/IHOMAX), TaK ¥ TPaH3UTOPHBIMU (Ipy cuHApoMe Dok-
BuTa - Bupmemana, amabermdeckoit ¢eromarny, 3aTSHKHOM
HEOHAaTa/IbHOM TUIEpPUHCYyIVHM3Me). HeamekBaTHO BBICOKas
CeKpelys MHCY/INHA IPUBOIUT K YTUIN3ALVM TTIFOKO3bI K/IeT-
KaMy MHCY/IMHO3aBJMCUMBbIX TKaHell, OTHOBPEeMEHHO HOJABILAA
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HPOJYKIIUIO ITTIOKO3BI, CBOOOIHBIX XKMUPHBIX KUCTIOT M KETOHO-
BBIX TeJI, YTO (OPMMPYET OMOXMMIIECKYI0 OCHOBY, JIMILIAIO-
11yo nanueHToB ¢ I'T I7TI0K03bI 11 a/IbTepHATBHBIX ICTOYHIKOB
9HEPIUM /11 TOTIOBHOTO MO3Ta, YBE/IMYMBAsA PUCK PA3BUTIA He-
BPOJIOTMYECKIX PACCTPOIICTB [6].

Bposxpennbit runepuncymausm (BIV) 6bu1 Biepsble orm-
CaH KaK «MIMOINaTIYecKas TUIIOIIMKEMIs IeTCKOTO BO3pacTay»
yuenbiM I. MacQuarrie [7] B 1954 1. B manbHeriem BI'V 0603Ha-
Ya/Iy TAKMMI TePMUHAMM, KaK, HallpuMep, «IeHIINH-IyBCTBY-
Te/IbHAs TUITONIMKEMI», «CUHAPOM JVCPETy/IALNY B-KIeTOK»,
«IIepCUCTUPYIOLINE TUIEPUHCYIMHEMUYECKIE [UIIOITMKEMUI
MJIaIeHIeCKOTO BO3pacTay. [mTenbHOe BpeMs LA OLpenere-
Hust BI'V ucnonb3oBascst TEPMIUH «He3UAMO00/TacTO3», BBEEH-
ubii1 I Jleiigo eme B 1938 1. [8].

Bpoxx/IeHHbIIT TUIePUHCYIMHA3M — OfjHA U3 Hanboee a-
CTBIX NPUYMH HEPCUCTUPYIOINX TUIOITIMKEMMIA Y HOBOPOX-
IeHHBIX U [ieTell, KOTopast IPeACTaB/IsieT Co00ll reTeporeHHoe
3aboreBaHIe B OTHOLIEHN) KaK K/IVMHMYECKVX [IPOSIBTIEHNIT 1
TUCTOIOTITIECKX (POPM, TAK 1 MOTIEKY/ISIPHO-TEHE T YECKIIX fie-
(heKTOoB, JIeXAIIMX B OCHOBE JaHHOIT marojiorun [6, 9]. Yacrora
Bcrpevaemoctyu BIVI cocrasster 1:30000 — 1:50000 B 061mert
HOmy/ALVN. B To ke BpeMsA eCTb yKasaHUA Ha IOBBILIEHME
YacTOThI BCTpedaeMocTyt o 1:2500 B IOMy/LALMAX, MIMEIOMINX
TeppPUTOpHUAIbHbIC OrPaHNYeHNS 1 GO/IBIIOE YICTIO OIM3KOPOJ-
CTBEHHBIX OpaKoB. VlccmeoBaHms, IpoBefieHHbIe B Poccuiickoit
Depepanym 3a nocnegune 10 — 15 jieT, BHECIN CYLeCTBEHHDIN
BK/IAJ] B M3y4YeHle KIMHNYECKIX, TeHeTIIeCKIX, PaIO/IoTIde-
CKMX JIAaHHBIX, YTO IT03BOJIM/IO YTOUHUTD NTATOT€HETIIECKIE Me-
XaHU3Mbl BPOXKIEHHOTO IMIEPUHCYIMHMU3MA C HOCTeyIoIer
Pa3paboTKOIl IIepCOHANMM3UPOBAHHBIX IIPOTOKOJIOB JIEUeHNS
JeTell ¢ JAHHOM IIaTOJIOTMeEl. YCTaHOB/IEHO, 4TO B Poccuiickoit
Qepepanun mepBuyHas 3abonmeBaemoctb BIVI 3a mocnemuume
rofpl cocTaBua 1:50638 >KMBBIX HOBOPOXK/IEHHBIX, 4YTO COOTHO-
cnmo ¢ gaHHbIMU EBpornelickux peructpos [10, 11].

B HacroAmmii MOMEHT B /IMTepaType ONMCAaHbI 13 reHoB,
YYaCTBYIOUIMX B PEry/IALMN CEKpelyy MHCY/IMHA, HOBPexXe-
HMA KOTOPBIX MOTYT IPMBOAUTH K passutmio BIV [9]. Han-
6ormee 4acTO BBUIBIAIOTCS [e(EKTHl TeHOB, YIACTBYIOLX B
perymaLmy 3akmafku u ¢pyHKyoHrposanus AT®-3aBucumbIx
K+-KxaHasoB B-K/IeTOK HOKENyHOYHOI Xene3bl. K H1M OTHO-
carcst reasl KCNJ11 u ABCCS8 [12]. MyTauuu rena GLUDI sB-
JIAI0TCA BTOPOIT 0 YacToTe npyauuoit BIY [13,14]. B5-7 %
cmy4aeB npuuyHoi BIV cry>xaT MyTanym reHa ITOKOKMHA3bI
(GCK), xopupyroriero ogHouMeHHbIN depmenT [13]. K kpaiine
penKyM TeHeTndeckuM nipuuyHaMm BITI oTHocATca myTarym
renoB HADH, HNF4A, SLC16A1, INSR, UCP2. B 40 % crny4aes
MOJIEKYIAPHO-TeHeTYecKuii BapuanT BI'V1 ycTtanoBuTh He ypa-
erca [15].

ITomumo paspenennsa BIVI B 3aBucuMocTu OT Xapakrepa
MYTALVIT T€HOB BBIe/IeHbI MOpgosIorndeckue GOpMbl, BIVISIO-
I[¥le Ha TSDKeCTh TeYeHs 11 IPOrHo3 3aboseBans. [Tuddepen-
LMMajIbHAs IArHOCTIKA Mopdomornyecknx Gopm ocyIecTsris-
eTCs C TIOMOLIIBIO NTO3UTPOHHO-IMUCCUOHHOI ToMorpadun [6,
16], mo3BoAOIIEll BBIENTD TPU OCHOBHBIE MOpP(OIOride-
ckue GOpMbI 3a00/IeBaHIIS:

o nuddysHas, mpu KOTOPOII OpaXkKEeHbI Bee B-KIeTKM MOf-

JKEITy/IOIHOI JKenesbl, BcTpedaercs B 50 — 60 % cmydaes;

o (boKasIbHAs, KOT/]a 0Yar TOPAKEeHs IMIUTPOBAH OIIpe-

Jie/IeHHOIT 0671acThIo, BeTpedaetcs B 40 — 50 % crydaes;

o arunmyHas Gpopma < 5 % crIydaes.

3aborneBaHre MaHU(ECTUPYeT, KaK IPaBUJIO, B HEOHATAIb-
HOM IIepIOJie, XOTsI BOSMOKEH 11 GorTee TIO3IHMII 1e0I0T, BIVIOTh
IO 3-X JIeTHEro Bo3pacTa. B Go/mbLIMHCTBe Cy4aeB, 0COOEHHO
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IpY pasBUTUM B paHHeM HEOHATa/IbHOM IIepMofie, TUIIOTIIKe-
MUY HOCAT TsDKe/bIil XapaKTep, a [ MOATEpKaHA HOPMOIJIN-
KeMM¥ TPeOYIOTCs BBICOKIE O3B I/IIOKO3BL, YTO He BCeryja AaeT
CTOJIKYI0 HOPMaJIM3aLMI0 IIMKEMIY, BEPOATHOCTY TIOBTOPHBIX
TUIIOIIMKEMIYeCKIX COCTOSIHMIT B OJIVDKAiiIIe 4achbl U IO-
HOII 6€30IaCHOCTY BBEEHUA OOJIBIIOTO KOMMYECTBA BBICOKO
KOHIIEHTPMPOBAHHBIX PacTBOPOB ITMIOKO3bl. B cBA3K C aTUM B
OOMBIINHCTBE CTy4aeB Tshkernoro TedeHus BI'VI BosHuKaeT He-
00XOIMMOCTD BK/IIOUEHNSI B KOMIUIEKC TepPaIniL MHCYIMHOCTA-
TUYeCKNX Ipernaparos (Tadm. 1).

Ina wunocTpauyy IpUBOAUM KIVHWYECKUIL CIydail 13
COOCTBEHHOI! TIPAKTHKIAL

Hesouka I. pommmace 27.06.17 . oT 2-71 GepeMEeHHOCTH
(1-s1 — pompt B 2016 ., peOeHOK 30POB), TpOTEKaBIIel Ha poHe
ABJIEHNII PAHHETO TOKCMKO33a, YIPO3bl NPEPhIBAHMA, OT 2-X
CPOYHBIX OIEPaTMBHBIX POJOB B CBA3MU C ATOMYHBIM ITpefiie-
>ka"meM, maccoit 3700,0 1., mmHo 52,0 CM C OLIEHKOI 110 IIIKajIe
Arrap 8-8 6ayuioB. HacreicTBeHHBIIT aHAMHe3 OTSATOLLEH POji-
CTBEHHBIM OPakOM — MaTh ¥ OTEI] SIBJIIIOTCS TPOIOPOXHBIMU
cubcamy. PaHHUIT HeOHATAIbHBIN MEPUOJ, IPOTeKan 6e3 oco-
OeHHOCTel1. B Bo3pacTe 2-X MecsileB IOSIBIM/IACH OTCPOUYEHHAs
HEBPOJIOTMYeCKasd  CYMITOMATMKA, XapaKTepU30BaBLIASACA

BETETATVBHBIMM HapYIIEHNAMY (CPHITMBAHNUA, METEOUyBCTBI-
TE/IbHOCTBIO), OECIIOKOIHBIM HOYHBIM CHOM. Ha mepBoM ropy
JKU3HI OTMEYa/Iach TEMIIOBAs 3a/lepKKa CTaTO-MOTOPHOTO pas-
BUTHA (TONIOBY JEPXKUT TIOC/Ie 3 MecsAIeB, CUUT Ioc/e 8 Mecs-
1ieB, XOAMT ¢ 1 . 1 Mecs1ja), [0 pe3y/braTaM Hel{pOCOHOTPaMMBbI
BbIAB/IEHBI TIPU3HAKM TMIOKCUYECKM-UIIEMUIECKNX U3MEHe-
HUII TTAPEHXMMBbI TOIOBHOTO MO3Ta. B CBA3M ¢ yKa3aHHBIM pe-
O€HOK IOTy4asl jIedeHyie B YC/IOBUAX JIETCKON IIONMKIVHVKY
10 MOBOJy IEPMHATa/IbHOTO TI'MIOKCUYECKU-UIIEMIYECKOTO
nopaxenus LTHC. Ilocne 13 Mecsles XXMU3HU Yy IEBOYKM II0-
SABUJIVCD TIPUCTYIIBI, BOSHUKABIILINE, CO C/IOB POJIUTETIEN, IIOCTIE
JUIATEIbHOTO NepephbiBa B IpMeMax INUILY, COIPOBOXK/ABIIIIe-
A1 CMAbOCTBIO, BANOCTDIO, OTEPEll CO3HAHNA, IIMAHO30M JIUILIA.
ITopo6HBIE TIPYUCTYIIBI TPYDKAbI TPAHCHOPMUPOBAIICDH B IeHe-
PaNM30BaHHbIE CYJOPOrM TOHMKO-KJIOHMYECKOrO XapakTepa.
Bo BpemsA HOC/IENHEro MPUCTYNA OBUIO BBIABICHO CHIDKEHYIE
YPOBH ITIIOKO3BI (3,1 MMOJIB/TT), B CBA3M C 4eM PeOEHOK B BO3-
pacte 1 T. 2 MecsIieB ObII TOCIUTANIN3MPOBAH B JIETCKOE OTie-
nenne «Hay4Ho-1ccefoBaTeIbcKOro MHCTUTYTA aKyIIepCTBa U
negyarpum» GISOY BO PoctTMY M3 PO.

O6ee cocTosHMe TIpY TOCTYIICHUMM PaclieHUBanIoCh
cpepHert Tsokectn. Macca mpu nocryminenuun — 10,2 KT

Tabmuua / Table 1

IlepeyeHb MHCYTMHOCTATMYECKUX IpenapaToB A repanuu BI'U
(mo Menuksan M.A. 2014 r. ¢ usmenenuamu[6])
List of insulin static drugs for the treatment of inborn hyperinsulinism

(by Melikyan M. A. 2014. with changes)

ITpemapat, popma BbIIyCKa /
Preparation, release form

KpaTHOCTb, CI1OC06 1 1032
BBeJIeHIsI /LS fieTet /
Multiplicity, method and dose of
administration for children

[Tatorenetnyecknit apdexr /
Pathogenetic effect

Huasoxcup (ITpornmukem*), CycnieHsnsa
50 mr/m, Karcynst 25 n 100 mr /
Diazoxide (Proglycem*), Suspension

50 mg / ml, capsules 25 and 100 mg

5-20 Mr/Kr/cyTKM, I€pOPATbHO
3-4 p/cyTkn /
5-20mg/ kg / day, oral 3-4 R/ day

AxtuBatop AT®d-3aBUCMMBIX Kajue-
BbIX KaHaJIOB /

Activator of ATP-dependent potassium
channels

Imppoxnopruasup (Inmornasup*)-
[IPUMEHSIETCSI B KOMOMHALIUM C [IMa30K-
cupgom. Tabnetku 25 u 100 mr /
Hydrochlorothiazide (Hypothyazide*)
used in combination with diazoxide.
Tablets 25 and 100 mg

7-10 Mr/Kr/CyTKH, IEpOPAIbHO,
2 p/cytku /
7-10 mg/ kg/ day, oral, 2R / day

Huypetuk. AxrtuBarop AT®-3aBu-
CUMBIX Ka/IMeBbIX KaHanoB. IloTeHim-
pyet addekr fuazoxcnpa /

Diuretic. Activator of ATP-dependent
potassium channels. Potentiates the effect
of diazoxide.

Hudupennn. Tabnetkn 10 u 20 mr /
Nifidepin. Tablets 10 and 20 mg

0,25-2,5 MI/KI/CyTKM, IepOPaANbHO,
3 p/cytku /
0.25-2.5 mg/kg/day, orally, 3 p/day

B/1oKaTOp KaJIbLMeBbIX KaHAIOB /
Blocker of calcic channels

I'mroxaroH pacTBOp A/ MHbEKI Ui
1 mr/mn /
Glucagon solution for injection 1 mg/ml

0,1 mr/xr (Makcumy™m 1 mr) Heormox-
Hasl TIOMOLIb I1/K WJIV B/M OfHOKPATHO /
0.1 mg/kg (max. 1 mg) Emergency treat-
ment with or in/m once

AKTUBUPYeT I/IMKOT€HO/N3 1 I/IIOKOHE-
oreHes /

Activates glycogenolysis and gluconeo-
genesis

Amnasnoru comarocrarusa (Oxrpeotup*)
PactBop mna nnbexnuii 50,100,

u 500 MxTB 1 M1 /

Somatostatin analogs (Octreotide *)
Injection solution 50, 100, and 500 ug in
1ml

5-30 Mr/Kr/cyTKy, /K 3-4 p/cyTKY;
HOCTOSHHAA 11/K nHYy3u /

5-30 mg/kg/day, p/k 3-4 p/day;
constant n/c to infusion

AKTUBHUpYeT pererTopel K COMaTOCTa-
TUHY 5 Tuna. VIHIMOupyeT IoCTyIe-
Hue Ca++ B KkneTKy. CHIMDKaeT aKTUB-
HOCTb alleTU/IXO/IMHA /

Activates receptors to type 5 soma-
tostatin. Inhibits Ca entry into the cell.
Reduces activity of acetylcholine

*B ckoOKax MpHBEICHBI KOMMEPUYECKIE Ha3BaHHS TIPETIapaToB.
* Commercial names of drugs are shown in brackets.
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Y PEBEHKA PAHHEI'O BO3PACTA

poct — 74,0 cm. Obpartjany Ha ce6s1 BHUMaHMe 0011[ast BTIOCTb,
CMEHSIBIIAsICS. BO30Y)KIIEHVEM, yMepeHHast O/eHOCTb KOXIL,
BbIP@KEHHAs MBIIIEYHAsA TUIIOTOHNUA C COXPAaHHBIMIU YKVBBIMU
CYXOXXW/IBHBIMU pedyIeKcaMyl, TeMIIOBasI 3ajepXKKa CTaTo-MO-
TOPHOT'O 1 IIPEApeYeBoro pa3BuTH:A. [lMKems mpy nocTyIe-
HMM COOTBETCTBOBANA 2,6 MMOJIb/IL.

YuntpiBas ykazaHMe B aHAMHe3€ Ha TMIIOIIMKeMIYecKye
COCTOAHMA MOC/IE IEPBOTO TOJA XKU3HN, PeOEHOK ObIT KOHCY/Ib-
TUPOBAH JIETCKVM 3HIOKPMHOIOTOM ¥ T€HETVMKOM, BbICKa3aB-
LIMMY TIPEATIONIOKEHNE O HEOOXOAMMOCTH MCK/TIOYeHYST SHIO-
KPUMHHOTO TeHe3a TUITOITIMKEeMIYECKIX COCTOSHMIA, BO3MOYKHO,
Ha (OHe HAC/IECTBEHHOII MATo/Iorm. B CBsisu ¢ 4eM mpoBo-
AWIOCH OIIpefielieHlie UMMYHOpeaKTUBHOro MHCymHa (VIPI)
n C-nenTnza, BbIABMBIIEe IOBbIIeHNe ypoBHA C-nienTuza 1o
5,0 ur/mn (Hopma 0,5-3,2 ur/mi) u yposus VIPU no 28,0 MkME
(ropma 2-25MxME/m). Tlpn ynbTpasByKOBOM MCCIIEOBAaHUN
OpraHOB OpIOIIHOJ IIONOCTY OTMEYA/IOCh IOBBILIEHIE 3XO-
reHHOCTH ¥ fuddysHble U3MEHEHUA IApeHXMMBI IeYeHU U
TIOXKeTyIOYHOI >kene3bl. [lanHble 99 xapakTepusoBamich
IudQy3HO-BBIPKEHHbIMI O0IIIEMOSTOBbIMY M3MEHEHUAMU C
[IPU3HAKAMI 3aIepXKK1 (OPMIPOBAHIIST OCHOBHOTO PUTMa, 6e3
TIAPOKCU3Ma/IbHO aKTUBHOCTIL.

BroIABIeHHbIe KITMHIYECKHUE U1 TabOpaTOpHbIe M3MEHEHNUA B
COBOKYITHOCTM C IAHHBIMY aHaMHe3a He MCKITII0YaI/ BO3MOXK-
HOCTJ BPOX/JIEHHOTO TMIEPVHCYIMHNM3Ma Ha (poHe IepyHa-
TaJIPHOTO TUIIOKCHYecKy-mieMudeckoro nopaxennsa ITHC ¢
CUHJPOMOM BereTO-BUCILepaIbHbIX HapyueHnit. s yrouHe-
HILS 9TUOTIOTMY 3a00/IeBaHIIsL, IIPOBE/IEHIs MOIEKY/IIPHO-TeHe-
TUYECKOrO OOC/IeJOBAHMS 1 COIIACOBAHN JIEYeOHOI TaKTUKI
pebenok 6bu1 HanpasieH B ®TBY «HMMLI sHf0OKpUHOMOIMI»
Mumnsppasa Poccun.

JleBouka BHepBble rocmTanusuposana B PI'BY «HMUI]
SHIOKpUHOIOrM» MuHsppasa Poccyn B 1 1. 4 Mecstia, rjie Obu1
[IOCTAB/IeH AMATHO3 BPOXK/EHHbII TUTIEPUHCY/IMHI3M, AN dys-
Has $opMa, GapMaKOpesUCTEHTHOe TeueHne (TeTepOs3UroTHas
myrTarms ¢. 1361 1363 dup CGG B rene GCK)MKB 10 - E16.1

O60cHOBaHMEM A MOCTAHOBKM BBILICYKA3aHHOTO MINa-
THO3a ABWINCD:

o peuugMBUpYIOLIME CYyOKIMHMYECKUE TMIIOITMKEMUN
(1,9-2,2 MMoB/m) Ha (hOHE MOBBILIEHHOTO YPOBHSA MHCY-
ymuHa (28,3 MkME/Min);

o BbIABJIEHHAA IIO Pe3YIbTaTaM MOJIEKY/IPHO-TeHeTIde-
CKOTO 0OCTIeOBAHVISI TeTEePO3UTOTHAST MyTaLysi B TeHe
IJIFOKOKMHA3BI, OIJMCAHHAS KaK IIaTOTeHHas, IPMBOZS-
mast K papmaxopesucrenTHoIT popme BV

o JIaHHbIE II03UTPOHHO-3MICCHOHHOI TOMOTpaduiL, COOT-
BercTBOBaBIIMe AnddysHoit popme BI';

e COXpaHeHUe IMIIOIIMKeMIUY C HapacTaHMeM KeTOHOBBIX
Tes Ha (pOHe MHCYNIMHOCTATUYeCKOI Tepanum (1a3oK-
CHL M1 OKTPEOTH]), IPOBOMVIBLIEIICS B K/IMHIIKE;

o yCyryOneHMe TUIOIIMKEMWUM ¥ TIOBBILICHVE YPOBH:A
MHCY/IMHA Ha (pOHE OTMEHbI MHCY/IMHOCTATUYECKOI Te-
pamu 11 Ipo6HOIT MH(BY3UOHHOI Tepanuu pacTBOPOM
IJIIOKO3BL.

Ilo maHHBIM OTE€YECTBEHHON U 3apy6e>1<H017[ JIATEPATYPBI,
npy 1 dysHbIX GOpMaX OCHOBHBIM METOFIOM JIEYECHMUS sB-
nseTcst cybToTanbHas IaHKpeaTsKTomms. Vicxop omeparmn
B IIepBble TOfIBI IIOCTIe OIEPATHBHOTO JIEYEHNS BapblpyeT: 9y-
vmkemus (y 50 — 60 % 6onpHbIX), runormikemust (y 30 — 40 %),
caxapublit guadet (y 10 — 20 %). B gunammke HabmoeHs da-
CTOTa CaXapHOro fiabeTa 9K30KPUHHOII STUOTIOTUM MOXKET Ha-
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pacrats [10,11].

IlepBoHauaIbHO, HECMOTPA Ha PeLIUIVBYPYIOLIEe TUIIOI/IN-
KeMIYecKe COCTOSHMA, OT XMPYPIUIECKOTo JIeYeHNA PEeIleHO
ObUIO OTKa3aThCsl. [leBOUKA HAXOAMIACh HA [METOTEPAIlUN C
OrpaHMYEeHMEeM ITIIOKO3bI ¥ JIETKOYCBOJEMbIX YIJIEBOLOB Ha
¢oHe MHCyNMMHOCTaTMYecKoil Teparmy. OFHAKO peLANBUPY-
IOLIMIT XapaKTep M TsKeCTb TMIIOITIMKEMIYECKMX COCTOSHMIA
HOCTAaBW/IM BOIIPOC O LIe/IeCOOOPasHOCTY ONEePaTHBHOTO JIeye-
Hu. 15.01.19 r B BospacTe 1 rofa 7 Mecs1eB ieBOYKe IPOBENeHa
JIATIAPOCKOIMYeCcKasi CyOTOTa/IbHAsL Pe3eKLIN MOMPKeTyLOYHO
sxeresbl (98 %).

IMocne BbINMCKY U3 CTAllMOHAPA B TEYEHME HEMIE/IN COXpPa-
HSJTACh SYITIMKeMIs, 3aTeM Ha (OHe MHTEPKYPPEHTHOrO 3a60-
JleBaHNsI BO30OHOBIIVCH €XKeIHEBHbIE IMITOIIMKeMuu o 1,3
MMOJIb/JI, HETIOCTOSIHHO COIIPOBOX[ABIINECS PBOTON, cabo-
CTbI0, II0Tepert CO3HAHNI Ha (pOHE TUIIOTIMKEMII, TIOTPeOOBaB-
LIVX BBEJIEHN I/IIOKArOHa.

B Bospacre 1 1. 9 Meca1eB JjeBOUKa OBTOPHO IOCTYIIN/IA B
OI'BY «HMMUI supoxkpunonorum» Munsgpasa Poccun B cBa-
31 C COXPaHABIIMMMCA NE€PCUCTUPYIOIMMY TUIOITMKEMIAMMY,
YTO MOCTYKIIO OCHOBAaHMEM [l HasHAYeHMsI OKTPeOTHsia B
BUJIe HeIIPepbIBHOI IMOAKOXHOI MHQY3un 8 MKrp/dac depes
nomiy Medtronic Minimed 722. B nocrnenyromiem Ha ¢oHe yKa-
3aHHOIT TePaImIL i1 KOPPEKINN OAKOKHOI NMHQY3UI OKTpe-
oTnfia pebeHOK HEOJHOKPATHO IIOCTYIIAT B 9HIOKPYHOJIOTYe-
ckoe otnennenyieM «HUVATIT» ®I'BOY BO PoctTMY M3 P®.

Takum 06pasoM, JaHHBII KIMHUYECKNI Cyqail IpefcTaB-
JTeH Kak IpuMep op(haHHOTO TsHKENOro 3abo/eBaHMs ¢ KpariHe
HeO/IarONpUATHBIM (papMaKOPE3UCTEHTHBIM TEYEHIEM 11 BepO-
ATHOCTBIO YXYAIIeHA OT/aleHHOTo ITporHo3a. HeobxoaynmocTs
OCBeIeHNS TAHHOI IPO6/IeMbI 3aK/II0YAeTCs B HEJJOCTATOYHOM
0CBEeJJOM/IEHHOCTH IIMPOKOTO KPYyTa I1ei1aTPOB, HEOHATOJIOTOB,
HEBPOIIATO/IOT0B, 3H/IOKPMHOJIOIOB MOIMK/IMHINYECKOTO 3BEHA
U HeCel[aIM3MPOBaHHbIX CTAIMIOHAPOB O K/IMHIYECKMX IIpo-
ABJIEHVIAX, BapMaHTaX T€YEHNA U CIOKHOCTAX TePaNuyt JAHHOM
[IaTO/IOrMN. DTO MPUBOIUT K HECBOEBPEMEHHOI AMAarHOCTHKE,
OCTIOKHEHHOMY TeUeHMI0 ¢ (OPMMPOBaHMEM HEIOIpPaBUMBIX
TIOCTIENICTBUIA.

B KoHTeKcTe ¢ 06Cy>KaeMoit Ipo61eMolt Heo6XOAMMO To-
BTOPHO YKa3aTh Ha B&YKHOCTb CBOEBPEMEHHOTO BbIAB/IEHMN TH-
MIOI/IMKEMIYECKIX COCTOSHMIT HE3aBMCUMO OT X 3TUOIOTUH U
naroreHesa. IIockombKy MeXy BbIPaXKEHHOI TMIIOITIMKEMIEN
U TSDKETbIM TUIIOKCUYeCKU-MIIeMIYECKMM TIOpasKeHVeM TOJIOB-
HOTO MO3Tra MOYKET OBbITb YCTIOBHO IIOCTAaBJIeH 3HAK PaBEHCTBA
B IUIaHe IIyOMHBI 1lepeOpabHOl ATO/IOTUN B HEOHATa/IbHOM
nepuoze. ITO KacaeTcs U MepPCUCTUPYIOIINX, M TPaH3UTOPHBIX
runorinkemuit. [ToaToMy criesyet oOpatuTh BHUMaHME Ha TO,
4TO Ha (pOHE KpailHe TSDKEIOTO TeYeHVsI IIPEeICTABICHHOTO 3a-
6oreBaHNA pe6EHOK UMeTI OTHOCUTENLHO YIOBIETBOPUTENIBHOE
CTaTO-MOTOPHOE ¥ HEPBHO-IICYXITYECKOe pa3BuTye. BO3MOXKHO,
B KaKOII-TO Mepe 9T0 00YCIOB/IEHO [AeOI0TOM €ro He B paHHEM
HEOHATa/IbHOM IIepMOfie, a IIOC/IE TEPBOro Tofja >XKu3Hu. B to
>Ke BpeM:, JIOTMYHO IIPEIONOKeHNe O CBOEBPEMEHHOM BbI-
ABJIEHUM Y OTHOCUTEIbHO aJJeKBaTHOM KOPPEKLMM TMUIIOIIN-
KeMIYeCKIX COCTOSHUIL, YeMy, K COXKa/leHMIO, IPOTUBOPEUNT
(apMaKOpesCTEHTHOe TedeHUe 3aboneBaHuUA. Peslommpys
IpeJICTaB/IeHHbII CITy4ail, XO4eTcs1 0COOeHHO 00paTUTh BHIMA-
HIte, 4TO Ipu 0601t Tshxectyt B[V cBoeBpeMeHHOCTb [JUarHo-
CTVIKM ¥ TIaTOT€HETHYECKOJ KOPPEKLM, BK/IOYasd Kyl/poBa-
HIe TUIIOITIMKEMITYECKMX COCTOSHUI, ONpPENesIAIoT COXpaHeHue
JKM3HU peOeHKY 1, YTO He MeHee 3HauVMO, ee KauecTBa.
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