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TPAH3UTOPHbIN HEOHATAABbHbI CAXAPHbIA AVABET,
ACCOUUNPOBAHHbIN C HAPYLUEHUEM UMMPUHTUHTA
XPOMOCOMBbI 6Q24
Yactb 4. AddepeHUNaAbHOS AUATHOCTUKOA U A€YEeHne

Pestome. B cmamve npedcmaeénena oughpepenyuanvruas ouaeHocmuxka 3a001e6aHUL, NPOMEKAUUX C Heo-
HamanvHoUl eunepeaukemueil. Yxasanvl ooujue npuvunbl 2UNOAUKEMUU )y HOBOPOICOCHHBIX, 6APUAHMbL €e CO-
Uemanusi ¢ KAUHUMECKUMU NPOABACHUAMU CO CHOPOHbL PA3AUYHBIX OP2AHO8 U cucmeM. B cmamve npedaodicen
aneopumm evibopa newedbnvix meponpusmuii npu TNDM. Onucanvt ocobennocmu ouemvl y HOBOPOICOCHHDBIX,
npogedeHue uHCyaAuHOmMepanuu u opyaue Hanpasienus medukamenmosnoeo aeuerus. Ilpedocmaesaena ungopma-
Yusi 0 MeOUYUHCKUX POHOAX CUHOPOMA, KOMOPYIO MOJICHO UCHOAB308AMb 8 NPOUECCe OPeAHU3auuU OUASHOCMUKY

u neuenusy demeii ¢ 6q24-TNDM.

Karouesvte caoea: neonamanwvuwlii caxapHblii duabem, ouggepeHyuanrbHas OuaeHOCMUKA, Ae4eHue.

?Mﬁq%_%%el\zuwal\bmq AVOrHOCTUKO
q24-

O0IIMMM IPUYMHAMHU TUIIEPIIIMKEMUHU Y HOBOPOXK-
JIEHHBIX SIBJISIIOTCS: METabOJIMUECKU CTPECC, OCTphIe
nHOEKIIMOHHbBIC 3a00JIeBaHUsI, a- U TUIOTUIA3Usl O~
JKEJTYTOYHOM 3Keye3bl, MeYeHOYHass HeOCTaTOYHOCTbD,
Tepanusl TJIOKOKOPTUKOWJAHBIMU TperapartamMmu. Y
HOBOPOXIEHHBIX C OYEHb HM3KOW Maccoil Teja Ipu
poxaennu (< 1500 1) yacToTa TUNIEPIIUKEMUN TOCTHU-
raer 20—86 %. I'uneprivkeMusi y HOBOPOXKIEHHBIX C
KpaiiHe HU3KOoM Maccoii Tena mpu poxaeHuu (< 1000 r)
MOXET OBITh CBsI3aHA C Pa3BUTHEM BHYTPIMIKEIYIOUYKO-
BOT'O KPOBOU3JIMSHUS, HEKPOTU3UPYIOIIUM SHTEPOKO-
JINTOM, MTH(MEKIIMOHHBIMY 3a00JIeBaHUSIMU [ 1—6].

B xnmHUYeCcKol TTpaKTHKe BCTPEYAETCsT PSii MOHO-
TeHHBIX HACJIEJICTBEHHBIX 3a00JIeBaHMiIl, KOTOPBIC
TIPOSIBJISIIOTCS TUTIOMHCYJTMHEMUYECKON THUIIEPIInKe-
MHell B HEOHATAJIbHOM TIEPUONE KM3HU, TIPUIEM HaA
TpaH3uTOpHbIe (hopMbl mpuxoautcs 50 % ciydaeB. B
3TUOJIOTUYECKOM CTPYKTYPE TPAH3UTOPHBIX (DOPM HEO-
HaTayibHOU Tunepriaukemun 60—71 % mpuxoautcs Ha
6924-TNDM u 26—40 % — na KCNJ11- u ABCC8-
acCOLMMPOBAHHBIE HEOHATAJIbHBIC T'MIIEPIIMKEMUN
(puc. 1) [7-9]. KpaTtkast xapakTepucTtuka 3adoJieBa-
HUI, TIPOTEKAIONINX ¢ HEOHATAIIbHOW TUMEePTIIMKEMM-
eii, mpencrasyieHa B Tad. 1.

Tepanus

B HacTosiiiee BpeMsl He CYIIECTBYET OOILIEIpU-
3HAHHOTO KOHCEHCYyca I10 JICYEHUIO OOJBHBIX ¢ 6q24-
TNDM. CrangapTHoe yrnpaBjieHUe TUTIEPTIUKEMUEN Y
HOBOPOXIEHHBIX, 1IEJTbI0 KOTOPOTO SIBJISIETCS TOCTHKE -
HUE SYTIITMKEMUM, BKIIIOUAeT B ceOsl OrpaHUYeHUe T10-
CTYIIJICHUSI TJIFOKO3bI B OPTaHU3M peOeHKa U Teparuio
rperapaTaMiy 3K30Ir€HHOro MHCy/InHa [16].

Venkatesh Kairamkonda m Minesh Khashu [17]
MPETJIOKIIN aITOPUTM BBIOOpA JIe4eOHBIX MEPOITPUSI-
it mipu TNDM (puc. 1).
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Ta6nuya 1. Kpatkas xapakrepucTuka 3abosieBaHuii, MPOTEKaloLWMX C HeOHaTasIbHOWM runepriankeMuei

[10-15]
leHb! Xpomocoma |lpoTteuH c Hapylyeuuoﬁ Tun Hacnepo- | ConyTcTBYIOLWME KITMHUYE- Neyenne
(peruon) PYHKLMen BaHuUs CKHUe NpPosiBJIEHUA
1 2 3 4 5 6
TpaH3UTOPHbIN HEOHATAJIbHbIN caxapHbii AUabeT
ZAC 6924 [MpoTeunH renHa 1, accoum- | Cnopagnyeckoe | BblpaxeHHas 3agepKa NHcynunHoTepa-
(PLAG1), WPOBaHHbIN ¢ nneomopd- | npossnexHne, ALl | BHyTpUYyTPOGHOro pa3BuTHS, nus
HYMA1 HOM ageHOMOW, TpaHc- MaKporaoccus, nynoyHas
KPWNT, aCCOLMMPOBAHHbIN rpbixa
C Ny3blpHbIM 3aHOCOM
ZFP57 6p22.1 MpoTenH UMHKOBOIO AP CUHAPOM MHOXECTBEHHO- NHcynuHoTepa-
nanbua 57 ro rMNOMeTUAMPOBaHUs + nus
MaKporaoccus + 3ageprKa
pa3BuTUA + NynoYyHas rpbl-
a + BPOX/AEHHbIN MOPOK
cepaua
ABCC8 11p15.1 PeuenTop 1 Cnopaanyeckoe | 3agepKa BHYTpUyTpo6Horo | MpenapaTbl Cysb-
CyNbOOHUIMOYEBUHBI, |NposiBneHune, AL pa3BuUTHSA GOHUIMOYEBUHBI
SUR1
INS 11p15.1 MpounHcynuH AP 3ageprKa BHyTpuyTpobHoro | MHcynuHoTepa-
pasBUTHSA nus
KCNJ11 11p15.1 Kir6.2 Cnopagnyeckoe | 3ageprkka BHyTpUyTpo6- | [penapaTbl Cyfib-
nposiBnexue, ALl| HOro pasBuTusi, 3agepxKa | GOHUIMOYEBUHDI
NMCUXOMOTOPHOI0 Pa3BUTUS;
cyaoporu
HNF1B 17cen-q21.3 AnepHbi dakTop AL Mnonnasua nogxenyaoyHon | Mpenapatbl Cysib-
renaToumnToB-1p Kenesbl, NOIMKUCTO3 NoYeK | GOHUIMOYEBMHDI
[10CTOSIHHbIVM HEOHATAa/IbHbIN caxapHbli AnabeTt
NEUROD1 2932 HewporeHHbin GpaKTop AP [Mnonnasnn Mo3xeuKa, NHcynnHoTepa-
anbdepeHumnaunmn-1 rnyxota nus
PTF1A 6q22.1 TpaHCKPUMLUMOHHbIN AP Mnonnasua nogxenynou- NHcynuHoTepa-
daKTop NogKenyao4Hon HOW }Kenesbl U MO3XeYkKa, nus
enesbl 1o cTeaTopes
RFX6 6022.1 PerynaTopHbin dakTop AP AHHyNsipHasa noaxenygodHas | WMHcynuHoTepa-
X, 6 enesa, atpesns Kuueu- nus
HWKa M areHes3ns *en4Horo
ny3blps
GCK 7p15-p13 [NioKOKMHa3a AP 3agepyKa BHYTpUYyTPOOHOro |  MHcynnHoTepa-
pa3BuUTUA na = nep-
opanbHas Tepanus
GATA4 8p23.1 daKTop TpaHCKPUNLUMK A AreHesus noaxenyao4yHomn NHcynuHoTepa-
GATA4 }enesbl, BPOXKAEeHHbIE No- nus
POKM cepaua
GLIS3 9p24.3-p23 [Mnoma-cBA3aHHbIN AP BpoAeHHbIN TMNOTUPEODS, NHcynuHoTepa-
OHKoreH 3 rnayKoma, NoJIMKMCTO3 nus
no4ek, xonectas u ¢ubpo3
neyeHu
NEUROG3 10g21.3 HewnporeHunH 3 AP Manbabcopbuusa NHcynuHoTepa-
nusi
PAX6 11p13 MapHbI 60KC 6 AP MukpodTanbmus, manbdop- | UHcynnHoTepa-
MaLMu rosIOBHOMO MO3ra nus
ABCC8 11p15.1 SUR1 Cnopagnyeckoe | 3afepxkKa BHYTpUyTpobHOro | Mpenaparts! Cy/b-
nposiBneHune, pa3BuTHSA GOHUAMOYEBUHDI
AL, AP
INS 11p15.1 MponHecynmH Cnopagnyeckoe | 3agepKa BHYTpUyTpo6HOro | MHcynuMHoTepa-
nposiBieHune, pa3BuTHs nus
All, AP
KCNJ11 11p15.1 Kir6.2 Cnopagnyeckoe | 3aaeprkKka BHyTpUyTpobHoro | Mpenapatbl Cyfb-
nposisnenune, ALl | pa3Butus, 3aaeprkKa NCUXoMo- | GOHUIMOYEBUHBI
TOPHOMO Pa3BUTUS; CyA0POrU
PDX1 13g12.1 [oMeo60KC nogxenyaoy- AP AreHesus nompxenygoydHon | lMpenapatsbl Cynb-
(IPF1) HOW Kenesabl U BeHaaLa- wenesbl, cTeaTopes DOHUIMOYEBUHBI
TUNEPCTHON KULIKKN-1
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OkoH4YyaHune tabn. 1

1 2 3 4 5 6
HNF1B 17cen-q21.3 AnepHbin dakTop Cnopagnyeckoe | AHOManuu Noyek n nonoson | MHcynnHoTtepa-
renatouuToB-1p nposienieHue, Al | cuctembl, aTpodus noaxKeny- nus
[I0YHOW XKenesbl
GATAG 18011.1-q11.2 | daKTop TPAHCKPUMNLMK Al BporKaeHHble NOPOKK MHcynuHoTepa-
GATAG cepaua, aHoMasnu XelyYHbIX nmsa
X0[0B
IER3IP1 18q12 [MpoTenH paHHero Hemea- AP MuKpouedanus, TMCCIH- MHcynuHoTepa-
JIEHHOro OTBETA uedanua, anunentuyeckas nus
3HUedanonaTms
NKX2-2 20p11.22 NK2 romeo60Kc 2 AP 3ageprkka ncuxomoTopHoro | MHcynuHoTtepa-
pPasBUTHSA, HAHWU3M, Mbl- nus
LIeYyHas rmnoToHuKs, 3anop,
rnyxota
CUHApOMa/IbHbIN HEOHaTa/IbHbIM caxapHbii AuabeT
SLC19A2 1g23.3 TpaHcnopTep TMamMuHa AP TnaMnH4YyBCTBUTENbHASA B pe6ioTe Tepa-
(cuHapom MeranobtnactHas aHemMus, M1a TUaMUHOM,
Poaxxepa) HenpoceHcopHas rnyxorta B Nnocneayollem
MHCYNMHOTEpanus
EIF2AK3 2p12 JyKapuoTrmyeckum dakx- AP CnoHamnoanudulapHas MHcynuHoTepa-
(cMHapOM TOP MHULMALMKN TPaHC- aucnnasusg, aK30KpUHHasn nus
Yonkor- naumm 2o HeO0CTaTOYHOCTb NOoMKenNy-
Ta — Pan- [OYHOW XKenesbl
JINCOHA)
SLC2A2 3026.1-926.3 TpaHcnopTep roKo3bl AP [Mnepranakro3emus, auc- MHcynnHoTepa-
(cuHapom GLUT2 DYHKUMS NeYeHU nus
daHKo-
HU — Bu-
Kens)
FOXP3 Xp11.23-p13.3 ForkheAZ box P3 X-cLenfieHHbIn | AYTOUMMYHHbIM TupeonaunT, | WHcynuHoTepa-
(IPEX cuH- TWMN Hacnenosa- HapyLleHne perynauum nus
apom) HUS WMMYHHOWM CUCTEMbI, SHTE-
ponaTtus, aKchonnaTuBHbIN
[lepMaTuT, HacTo paHHAdA
NIeTanbHOCTb
WFS1 4pl16.1 MeMOpaHHbIN MUKO- AP ATpOodUS 3pUTENBHOIO He- MHcynuHoTtepa-
(cnHapom npoTenH 1 cuHapoma pBa, HecaxapHbli anaber, nus
Bonbdpa- Bonbdpama rnyxota
Ma)

Mpumeyauns: ALl — ayTOCOMHO-AOMUWUHAHTHBIA TUMN HacsienoBaHusi; AP — ayTOCOMHO-peL/eCCUBHbIN TUIM Ha-

csenoBaHusl.

TPEATIOUTEHNE,, KaK 1y 3I0POBBIX IETEH, OTAAETCSI TPY/I-
HOMY BckapMimBaHuio (American Diabetes Association,
2007) [18]. O6bem muIM, KOTOPHIN TOJyIUT peOeHOK
BO BpeMsI KOPMJICHUSI, OLIEHUBAETCSI TTPU TTOMOIIN KOH-
TPOJLHOTO B3BELIMBAHUS O U TOC]E MpUeMa IMUIIH,
KOJMYECTBO TOJYUYEHHBIX YIJIEBOAOB OOBIYHO paccuu-
THIBAIOT, MCXOMsI U3 COAEPXKAHMS YIJIEBOAOB B MOJIO-
Ke Marepu (mpubanu3uTebHO 6—7 rpaMMoB Ha 100 mut
MOJIOKa). Y HOBOPOXIEHHBIX MTOTPEOHOCTh B MHCYJIN-
HE 3aBUCHUT OT YacTOTHI NpreMa nuiiu. Pacuer komm-
YeCTBa YIJIEBOIOB HEOOXOMUM JIJIST OTIPENEICHUST JO3bI
WHCYJIWHA. PexxuM npoO6HOro nutaHud siBisieTcs 6osee
OJIATOTIPUSITHBIM JUISI JOCTUKEHUST TIIMKEMUYEeCKOTO
KoHTpoJs [19]. [TanmeHTaM ¢ HU3KOM 1 09eHb HU3KOM
Maccoil Tesla HeoOXOJMMO TapeHTepaIbHOE MUTaHME.
DHepreTuyeckasi MoTpeOHOCTh Y JAHHOI TPYMIIbI AeTei
cocTaBJIsieT 0K0J10 60 KKaJI/KT B CyTKH ¢ 00111ei1 ToTpe6-
HOCTBIO B I1toK03e 0,2 MMOJIb/KT/MUH (3,7 MT/KT/MUH)
[20—22]. HeobxoaumMoi CKOpOCTbIO BBEJACHUS TJIIOKO-

3bl Y HOBOPOXIEHHBIX C OYEHb HMU3KOW MACCOM Tejia
CYMTAIOT 6 MI/KI/MWH IUTIOC 2—3 MI/KI/MUH IS IO -
JIep>KaHus aHabonm3Ma 0eaKkoB. MakcuMallbHOM CKO-
DPOCTbIO BBEIEHUS TJIIOKO3bl CYMTAIOT 12 MI/KI/MUH,
MPY TAKOM YPOBHE OOeCIIeYeHHUs TITI0KO301 aKTUBUPY-
€TCST JINTIOTeHE3, KOTOPBI SBIISIETCSI BBICOKOKHMCIOPO/I -
3aTpaTHBIM MeXaHU3MoM [23].

UHCcyAnHoTEPONNS

ITpuMeHeHue npenapaToB MHCYJIMHA MPU JIEYEHU N
60J1bHBIX ¢ 6q24-TNDM B runepriMKeMUIeckKoM Tie-
puojae 3a00ieBaHUS MPEICTABISIET COOO OMpeaeIso-
U KOMIOHEHT MEAUKAMEHTO3HOTO KOHTPOJISI TJIUKE-
MW,

MenuKaMeHTO3HOE YIIpaBJICHUE TJIMKeMUE y HO-
BOPOXIEHHBIX SIBJISETCS CJIOXHOM TeparieBTUUYECKOM
3a7a4veil, TPYAHOCTU PEIIeHUs] KOTOPOIl CBSI3aHbIL: 1) ¢
BBICOKOI T'€TepOr¢HHOCTbIO MHCYJIMHOBOIO OTBETa Ha
CTUMYJISILIMIO TJIIOKO30M; 2) MCIOJb30BAaHUEM MaJbIX
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| Mnepravkemus

'

WUcknioueHne HeHacneacTBEHHbIX GOpM
runeprivkemMmn (cencm:a, AUCTpecc-CUHAPO-
Ma, aHOManui NOAXENYA04HOW Kenesbl,
SATPOrEHHbIX MPUYKH U Ap.)

v

HeHacnepctseHHble GopMmbl BeposiTHO HacneACcTBEHHble
rUnepraMkemMmu HopMbI TUMEPIIMKEMUM

JleyeHme 0CHOBHOTO 3a60neBaHHs, | CHOPOCTb BBEACHUS! HIOKO3bI |
CHIKEHNE CKOPOCTU BBEEHUS ) 3
NIOKO3bI A0 O Mr/Kr/MUH

| > 9 Mr/Kr/MuH | | <9MI’/KI’/MMH|

KOHLLeHTpaLlMﬂ [JIIOKO3bl B CbIBOPOTKE KPOBU MOHUTOPUHT

> 20 mmonb/n (360 mr/an)

[a Het

| Mioko3ypus > 3+ (56 mmonb/n (1000 mr/an)) |

v

| WHeynuHoTepanus IA/

| [ipyrve MeToabl eveHns |

PucyHok 1. Anroputm se4e6HbIXx MeponpusaTnii
npu TNDM [17]

J103 UHCYJIMHA, BBEICHUE KOTOPBIX COIPSIKEHO C BHICO-
KOl BEpPOSITHOCTBIO OIIMOKU; 3) CHMXKEHUEM TOJIILIMHBI
MOJIKOXHOIO KMpa Yy MaJOBECHBIX HOBOPOXICHHBIX;
4) OTCYTCTBMEM JaHHBIX O (PapMaKOKUHETUYECKOM
npoduiie MHCYIMHA Y HOBOPOXICHHBIX TTPU TTOIKOXK-
HOM BBEICHUM Tpenaparta; 5) HeAOCTaTOUHOCThIO JaH-
HBIX 0 TOYHOCTH Pa3BefeHUSI KOMMEPUYECKUX TTperapa-
TOB MHCYMHA [24].

lMpenapaTtel UHCYAUHA

V nmereif peKOMEHIYIOTCS K TPUMEHECHUTO NCKITIOUM -
TeJIbHO YeJIOBeYeCKMEe peKOMOMHAHTHBIE (DOPMBI MHCY-
JuHa (Tabn. 2).

IIpuMeHeHre TIpenapaToB MHCYJIMHA IPOJIOHITMPO-
BaHHOTO ICICTBUS Y HOBOPOXKICHHBIX B HACTOSIIIICE Bpe-
MS1 He TIOJTyYrJI0 0100peHus B OOJIbIIMHCTBE CTpaH [25].

Iyt BBEAGHUSI MUHCYAUHA

Ilodkodcroe sedenue

C y4eToM TOTO, YTO BCAChIBAaHUE JIEKAPCTBEHHBIX
BEIIIECTB TIPU MOJKOXHOM BBEIEHWU 3aBUCUT OT MHO-
3KeCTBa Pa3IMYHBIX (haKTOPOB (YPOBHSI MUKPOIIUPKY-
JIIUU B MeCTe MHBEKIIMHU, 00beMa KUPOBOW U MbI-
LIEYHOM TKaHU, JJOKaJIbHOTO ypoBHS pH, akTUBHOCTH

nuddy3uu yepe3 MeMOpaHbl KamUISIpOB, COOTHOLIE-
HUS J03bl Y TJIOLIAAM TKaHe!, OKPYXKaloluX BBEICH-
HOE BEIlIeCTBO), JaHHBII CITOCOO BBEACHMSI MHCYJIMHA
SIBJISIETCSI OCTaTOYHO TPOOJIEMATUYHBIM, OCOOEHHO
Yy HEIIOHOIIeHHBIX JeTeil [26]. 3amecTuTebHas Tepa-
1S UHCYJIWMHOM Y MJIAIICHIIEB MOXET 00ecIieunBaTh-
cs IBYMsI METOZaMM BBEICHUS ITIpernapaTa: IpOOHBIM
BBEJCHNUEM HECKOJBbKUX €XETHEBHBIX 103 MHCYJIMHA
WIM HEeMPEPhIBHBIM MH(MY3MOHHBIM IMOJKOXHBIM BBE-
JIEHeM MHCYJIMHA C MCMOJIb30BAaHUEM MHCYJIMHOBOM
nomiibl. CaMbIM COBPEMEHHBIM M 0€30IMacCHbIM Cpell-
CTBOM BBEICHUS WHCYJIWHA SBIISICTCSI WHCYJIMHOBAs
rmomIta. MHCYIMHOBAS TIOMIIA U IPUMEHEHUS Y HO-
BOPOXIEHHBIX M JIETEI TIEPBOTO Trofa XW3HU J0JKHA
00JamaTh MaJIbIM aroMm GaszanbHol mo3bl (0,025 munn
0,05 ME/gac). MHcynmHOBasI TToMIIa TTO3BOJISIET KOP-
PEKTHUPOBaTh M03Y MHCYJIMHA TIPpU MaJICHIINX H3Me-
HEHMSIX MMUTaHUs B TeueHue cyToK. [1pu momoiu uH-
CYJIMHOBO TOMIbI MOXHO OCYIIECTB/ISITb BBEACHUE
HeOoJbIIMX 703 uHCcyauHa (okoyio 0,05 enuHULBI), B
TO BpeMsl KaK HauMeHbIllasl J03a MHCYJIMHA, KOTopas
MOXET OBITh TOYHO U 0€3 pa3BelleHMsT BBeIeHA TP T10-
MoOIIM Impuiia, coctasistet 0,5 eqnHuibl. OqHAKO 10
HACTOSIIIIETO BPEMEHU HE CYIIECTBYET KOHCEHCyca TI0
HCITOJIb30BAHUIO WHCYJIMHOBOM ITOMITBI y HOBOPOXK-
neHHblx ¢ TNDM [27, 28, 16].

HanGonee ynoOHBIMY 1Is1 APOOHOTO BBEICHUS SIB-
JISIIOTCSL  OBICTPOACHCTBYIOIIME aHAJOTU MHCYJIMHA.
VIbTpaKopoTKME aHaJOI'M MHCYJMHA BBOJSTCS HEMO-
CPEACTBEHHO Iepea MPUEMOM MUILM, aHAJIOTU KOPOT-
Koro aefictBust BBoasTcs 3a 20—30 MUHYT 10 mpuemMa
iy, [Tpu 6a3ucHO-00I0CHOM pexkuMe (pK coueTa-
HUU aHAJIOTOB UHCYJIMHOB CPEIHEN MPOMOKUTETHLHO-
CTH EUCTBUS MU OECTIMKOBBIX AaHAJIOTOB C aHAJIOTaMU
WHCYJWHA YIBTPAKOPOTKOTO MU KOPOTKOTO ACUCTBUS
repea OCHOBHBIMM IIpHeMaMM TIMINM) Ha 0a3ajbHbIi
uHcynmuH npuxoautcs 30—50 % ot obuieit CyToYyHOM
JI03bl MHCYJIMHA y MAlMEHTOB C APOOHBIM BBEACHUEM
npenapara 1 10—30 % y malMeHTOB ¢ HENpPEepPHIBHBIM
BBEICHUEM IIperapara. Y HOBOPOXIECHHBIX C MOJHBIM
TapeHTepaIbHBIM MTUTAHUEM WIIN HETIPEPBIBHBIM SHTE-
PATBHBIM TIMTaHUEM TIPY HETIPEPBIBHOM MH(PY3MOHHOM
TOAKOXHOM BBEIEHUM TIperapara JOCTaTOYHO TOJIb-
KO OasampHOTO MHCyJIMHA. [1pn mepexome Ha rpymHOE
BCKapMJIMBaHue 1051 0a3ajlbHOrO MHCYJMHA OOBIYHO
cocrasiseT 30 % [19].

Tabnuuya 2. Kpatkas xapakTrepucTuka rnpenapaToB UHCY/INHA

MpenapaTtbl MHCY/IMHA Pa3/IM4HON Hauano pgenctBusa, | Muk genctBua, | AnuTenbHOCTb AEACTBUA

NPOAOIKUTE/IbHOCTU AeNCTBUS (4achi) (yachbl) (4achi)
YNbTPaKopoTKOro AeNCcTBUS (acnapT, Myan3nH, 0,15-0,35 1-3 3-5
JIN3Npo)
KopoTkoro aencteua (aktpanug HM, xymynuH pery- 0,5-1 2-4 5-8
nap, MHCyMaH panuj )
CpeaHen onutenbHOCTH aencTeua (npotadaH HM, 2-4 4-12 12-24
XyMysiMH HIMX, nHcymaH 6a3an)
AHanorun 6asafnbHOro MHCYINHa
AHanor MHCynnHa rnapruH 2-4 Het 24
AHanor MHCyNnHa geteMup 1-2 6-12 20-24
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Buympueennoe egedenue

BHyTpuBeHHOE BBeIeHUE MHCYJIMHA SIBJISIETCS CTpa-
Ternyeckum Metoaom jgedeHuss TNDM. I1pu manuge-
cTauuu 3a00JIeBaHMS TIperiapaTaMyu BbIOOpA SIBIISIIOTCS
aHaJIOTW MHCYJIMHA KOPOTKOTO AeiicTBus [29].

Pacyer A03bl UHCYAUHA

OO0mas cyToyHasl MOTPeOHOCTh MHCYJIMHA Y HOBO-
POXIEHHBIX U IETei MEePBOro roja XXU3HU MOXET Ba-
pbupoBath oT 0,29 En/kr no 1,4 En/kr B cytku [30].
B cnyyasix oyeHb HM3KOM NMOTPEOHOCTH B MHCYJIMHE
(£ 0,02 En/4) BO3MOXHO MPUMEHEHUE Pa3BEIECHHOIO
uHcyauHa [19].

OcAOXXKHeHus UHCYAUHOTEepanmmn

WHcyamHOTEepans TIpU HEAOCTATOYHOM KOHTPOJIE
3a TIIMKEMUEH MOXKET IMPUBECTH K TUITOTJIUKEMUHN, TH-
MOoKaJIueMMu, JaKkTaTauuaosy [17].

Apyrve HarpaBAeHUsI MEAUKAQMEHTO3HOIro
NeyeHus

Anke Hoffmann u Dietmar Spengler [31] B aKcrie-
PUMEHTE 1I0KAa3aJIk, YTO IIPU JICUEHUHU TUIIEPITIMKEMUU,
BBI3BAHHOI TMIIepaIKcIIpeccueii reHa Zacl, MOryT ObITh
3(HEeKTUBHBIMU TJTFOKATOH ¥ aTOHKUCT PELICITOPOB IJTI0-
KaroH-nopo6Horo npoterHa 1 (GLP-1R) nuparnytu.

NpoduaakTuka

HecMmoTpst Ha TO YTO METHJIMPOBAHNE UMITPUHTH -
POBAaHHBIX TEHOB B OCHOBHOM IIPOMCXOIMUT B TIEPHO-
Jle TAMETOTeHe3a U Jajiee MOANEPKUBACTCS B TEUEHUE
BCeM XKM3HU MHANBHUAA, CYIIECTBYIOT HayJYHbIE (haKThI,
KOTOpPBIE CBUIETEIBCTBYIOT O HAJTUUMU BIAUSHUS ITUTA-
HUSI MaTepu B KPUTUUYECKUE MEPUOIBI PA3BUTHS TLIO-
na Ha npouecchl MmetuaupoBanus JJHK. Salah Azzi u
coaBT. (Azzi S. u coaBrT., 2014), u3yyast BAUSIHUE OCO-
OEHHOCTE! MUTaHWS MaTepu BO BpeMsl OEpeMEHHOCTHU
Ha ctatyc MetuaupoBaHusi ICR kmacrepa PLAGLI/
HYMAI, moka3anu, 9To YIIOTpeOJIeHNe aJKOTOJIsI, B~
TaMUHOB B, 11 B,, ClTOCOGCTBYET €ro MOBLILIEHHUIO.

MeaAununHCKne poHAbI CUHAPOMA

B mpotiecce opraHm3anuy TMarHOCTUKY U JICYCHUSI
y neteii ¢ 6q24-TNDM pekoMeHayeTcst UCTIOJb30BaTh
nHGOPMALIMIO U KOHCYJIBTaTUBHYIO ITOMOIIb CIICAYIO-
X (poHIOB:

American Diabetes Association (ADA)

ATTN: Center for Information

1701 North Beauregard Street

Alexandria VA 22311

Tenedon: 800-342-2383 (OecruiaTHasi MH(POpMa-
mus); 703-549-1500

Anpec aaekTponHoii mouThl: ASkADA@diabetes.org

Be0-caiiT: www.diabetes.org

Diabetes UK
Macleod House

10 Parkway
London NW1 7AA
United Kingdom

Tenedon: 020 7424 1000

®akc: 020 7424 1001

Anpec anekTpoHHOii mouThl: info@diabetes.org.uk
Be0-caiiT: www.diabetes.org.uk

Transient Neonatal Diabetes Registry

Wessex Clinical Genetics Service — Princess Anne
Hospital

Level G, Mailpoint 105

Coxford Road

Southampton Hampshire SO16 5YA

United Kingdom

Tenedon: +44 2380 796166

Be0-caiir: www.southampton.ac.uk/
geneticimprinting/informationclinicians

/transientneonatalregister.page

US Neonatal Diabetes Mellitus Registry

University of Chicago, Kovler Diabetes Center

5841 South Maryland Avenue

MC1027

Chicago IL 60637

Tenedon: 773-795-4454

Anpec 3JEKTPOHHO#  IOYTHI:
uchicago.edu

Beo-caiitT: http://monogenicdiabetes.uchicago.edu/

registry/

neonataldiabetes@
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TPAH3UTOPHUA HEOHATAABHUI LIYKPOBUM AIABET,
ACOLINOBAHWM i3 MOPYLLEHHSAM iMAPUHTUHTY
XPOMOCOMMU 6Q24
YactuHa 4. AudpepeHLiaAbHAO AIArHOCTUKA TA AiIKYBOHHS

Pesome. Y crarTi HaBeneHa audepeHIiagbHa JiarHOCTUKA
3aXBOPIOBaHb, 1110 MepediraloTh i3 HEOHATAJIbHOIO Tileprii-
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TRANSIENT NEONATAL DIABETES ASSOCIATED
WITH CHROMOSOME 6Q24 IMPRINTING ABNORMALITIES
Part 4. Differential Diagnosis and Treatment

Summary. The article presents the differential diagnosis of
diseases that occur with neonatal hyperglycemia. The common
causes of neonatal hypoglycemia, variants of its combination
with clinical manifestations from the various organs and sys-
tems are indicated. There was presented an algorithm for the
choice of therapeutic measures in transient neonatal diabetes
mellitus (TNDM). The features of diet in newborns, insulin
therapy and other directions of drug treatment were described.
There was provided the information about medical funds of this
syndrome, which can be used in the organization of the diagno-
sis and treatment in children with 6q24-TNDM.

Key words: neonatal diabetes, differential diagnosis, treat-
ment.
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