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Pesiome

B KnuHWueckol npakTvke Bpaya-3HLOKPUHONOra BEpUdKMKALIMS TUMNA CaxapHOro AnabeTa y uL, MOIOA0ro BO3PacTa MMEeT BbICOKYH
KMHWUYECKY 3HaYMMOCTb, TaK Kak OT 3TOrO 3aBWUCUT Ha3HAa4YeHWe NeyYeHus: OT KOpPpeKLUMM yrneBogHOro obMeHa paLuOHaNbHbIM
MUTaHWEM [10 HA3HAYeHMs NepopasbHbIX CaXapOCHMXKAOLLMX NPenapaToB U UHCYAMHOTepanuu. B cBolo oyepepb, BbIOpaHHas Tepa-
MUS OKa3bIBAET 3HAYMTENBHOE BIMSHWUE HA KAYeCTBO XKM3HM MalMeHTa.

Mpu Hanbonee pacnpoCTpaHeHHbIX TUMAX CaxapHOro AvabeTa y NML, MOMIOLOro BO3pacTa Ha3Ha4Y€eHWe Tepanum He Bbi3bIBAET COMHe-
HWI, Tak, Npy caxapHoM anabeTte 1-ro Tvna HabntopaeTcs abcontoTHas NOTPeOHOCTb BO BBEAEHWMM IK30TEHHOTO MHCYIMHA, @ NpU 2-M
TMNe natoreHeTMYeCckn 060CHOBAHO Ha3HavyeHne MeTdhopmMumHa. Mpu bonee peakux GopMax caxapHoro AnabeTa, K KOTOpbIM OTHOCKT-
¢ MODY, B 60nbLUMHCTBE Cly4aeB PEKOMEHAYIOTCS MpenapaTbl CyNbQOHUIMOYEBMHBI, @ O AENCTBUM Bonee HOBbIX KNACCOB (MHMMOM-
TopoB 114, SGLT2, aronuncros IMIM1) npu MOHOreHHbIX GOPMax MMEeKTCS HEMHOMOUYMCIEHHbIE MPOTUBOPEeYMBbIe AaHHble. C MOMO-
LLbl0 METOAA HemnpepbiBHOrO MOHWTOpUPOBaHUS rnkeMun (HMI) 1 nokazateneit BapuabenbHOCTU TMKEMUU MOXKHO OMpeLenunThb
3P EKTUBHOCTb PA3INYHbIX KNACCOB CaxapOCHMXKAOLWMX NPenapaToB Npu pefkux TMMax caxapHoro AnabeTa, YTo MOMOXET NpaKTH-
KYIOLLMM BpayaM npw Bbibope Tepanuu.

B nutepaTtype onucaHbl eAMHMYHbIE UCCIef0BaHNs € npuMeHeHneM HMIy naHHow rpynnbl naumeHTos. B Typumn HMI npoBoomnocs
8 naumentam c GCK-MODY; nokaszaHo, 4to y 50% naumeHToB 3HaYeHMs 0KO3bl B TEYEHME CYTOK MPEBbILLIANN HOPMabHble fAuana-
30HblI. MITanbsiHCKM1E y4YeHble NPOoBENW UCCNef0BaHME, B KOTOPOM IMarHOCTMPOBANK BapuMabenbHOCTb IIMKEMMU, B HACTHOCTM 3NMU30.bI
runornvkemmm, y naumeHtoB ¢ HNF4A-MODY-gmabetom (MODY1) ¢ nomouysto HMIL KnuHnueckoe nocneactsue anu3onos Heccum-
NTOMHOM runornukemmm B koropte MODY ocTaeTcs Hen3BeCTHbIM. JMarHoCTMpoBaHMe nNpeobnagaHns rmnepriamkeMmm HaTolwak Mam
NOCTNPaHANANbHOM, ONpeaeneHne rmnornMKeMuii MoryT MoMoYb B Ha3HAYE€HUM NATOreHeTUYECKOM Tepanuu 1 NOBbILEHUM KayecTBa
KM3HU nL, ¢ amMarHo3omM «MODY-guabets.

KntoueBble cnoBa: MODY-guabeT, HenpepbiBHOE MOHUTOPUPOBAHMWE [OKO3bl, BApUAOENbHOCTb MMKEMUU, CaxapOoCHUXKatoWme
npenapatbl, MUKEMUS, MyTaLUK
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Abstract

Verification of the type of diabetes mellitus in young people is of high clinical significance in the clinical practice since the purpose
of treatment depends on this: from the correction of carbohydrate metabolism by a rational diet to the administration of oral
hypoglycemic drugs and insulin therapy. The chosen therapy has a significant impact on the quality of life of the patient.

With the most common types of diabetes in young people the appointment of therapy is not in doubt, since with type 1 diabetes
mellitus there is an absolute need for the maintenance of exogenous insulin, and with type 2 the administration of metformin is
pathogenetically substantiated. In more rare forms of diabetes which MODY belongs to sulfonylurea preparations are recom-
mended in most cases and there are few conflicting data on the effects of newer classes (DPP4, SGLT2 inhibitors, GLP1 agonists)
with monogenic forms. Using the method of continuous monitoring of glucose (CGMS) and glycemic variability indicators it is
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possible to determine the effectiveness of various classes of sugar-lowering drugs for rare types of diabetes mellitus which will
help practitioners in choosing therapy.

In the literature single studies using CGMS have been described in this group of patients. In Turkey CGMS was performed for 8 patients
with GCK-MODY; it was shown that in 50% of patients the glucose values during the day exceeded the normal ranges. Italian scien-
tists conducted a study in which they diagnosed glycemic variability, in particular episodes of hypoglycemia, in patients with HNF4A-
MODY diabetes (MODY1) using CGMS. The clinical consequence of episodes of asymptomatic hypoglycemia in the MODY cohort
remains unknown. Diagnosing the predominance of fasting or postprandial hyperglycemia, the determination of hypoglycemia can
help in the appointment of pathogenetic therapy and improve the quality of life of people diagnosed with MODY-diabetes.

Keywords: MODY-diabetes, continuous glucose monitoring, glycemic variability, sugar-lowering drugs, glycemia, mutations
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BBEAEHUE

CaxapHbit anabet (CLl) - 3T0 XpoHWYeckoe HenHbeKLM-
OHHOe 3aboneBaHKe, pacnpOCTPaHEHHOCTb KOTOPOro B MUpe
pacTeT C KaxaplM rogoM U 3a nocnegHune 10 net ysenmuunnach
6onee yem B 2 paza [1].CornacHo nporHo3am MexayHapoaHowu
nmabetnyeckon denepaumn (IDF), k 2045 r. CLL 6yayT ctpagathb
629 MH YenoBsek, M HabNAAETCA TEHAEHLMS K KOMONAXKMBA-
HWIO» [AHHOW HO3010rMK. B KNIMHMYECKON npakTuke Bpaya-
3HLOKPMHOMOra 0YeHb BaXHO CBOEBPEMEHHO BepudULMpO-
BaTb TMM CaxapHoro AvabeTa y NaUMEeHTOB MOOAOIO BO3pac-
Ta, TaK KaK UMEHHO B 3TOM BO3PACTHOM rpynne MOXeT onpe-
[enatbcs caxapHbii anabet 1-ro Tuna (CA1), caxapHbin ana-
6et 2-ro tvna (CA2), LADA-onabet n MoHoreHHble (opMbl,
KOTOpble SABNAIOTCA Pe3y/nbTaTOM reHeTudecknx MyTtaumi. K
MOHOreHHbIM GOpMaM OTHOCWTCS «CaxapHblii aAnabeT B3poc-
noroTmnay monofbix» (Maturity Onset Diabetes of theYoung -
MODY-gnabet) [2]. MODY-ouabeT — 3TO reTeporeHHblid T1n
caxapHoro avabeTa, B ero 0CHOBE NexaT MyTaLMu PasianyHbIX
reHOB, KOTOpbIE NPUBOAAT K AUCHYHKLMU 3-KNETOK W Hacneny-
l0TCS ayTOCOMHO-LOMUHAHTHO. B HacToswwee Bpems 13BeCcTHO
14 reHos, obycnasnueatowmnx passutne MODY-gmabeta.
B Benukobpwutanuu, Hopeerum, fepMaHmm, a Takxke HEKOTOpbIX
a3MaTCKMX CTpaHax Haubonee 4acTo BCTpPeyaeTcs MyTaums
HNF-1a (MODY3), coctasnsis 6onee 60% Bcex ciyyaes MODY
[3,4]. MyTauuu B reHe rmokokmHasbl (GCK-MODY nan MODY2)
MMelT HauboNbLy pacnpoCTpaHEHHOCTb B MTanuum u
@paHumn. Ha fonto ocTanbHbiX M3BECTHLIX FEHOB MPUXOANTCS
meHee 10% [5-7]. B Poccun MODY2 1 MODY3 Takxe a8nstoT-
€9 Haubonee yacTbiMK BapuaHTamu [8, 9]. Mo faHHbIM mccne-
posatenei, y 5% Bcex naumento ¢ C[1 2-ro tmna B PO tmn
[IMAarHOCTUPOBaH HEMpaBWIbHO, 3 OHWU MMEKT MOHOreHHble
dopmbl anabera [5, 10].

[narHoz MODY pomkeH ObITb 3ano403peH y MOMOAbIX
NaLMeHTOB C HOPMabHOM Maccol Tena, COXpaHeHHOM cekpe-
Lnew B-KneTok, OTCYTCTBMEM aHTUTEN M NPWU HAAWYMK TUNep-
rMMKEMUM B ABYX Unn Bonee NOKONEHUAX Cpefn POACTBEHHM-
koB npobaHaa [11, 12]. Bepndukaums MODY u ero noatMnos
NpeacTaBnseT BbICOKYH KIMHUYECKYIO 3HAYMMOCTb, Tak Kak OT
noatuna MODY-anaberta 3aBUCUT TAKTUKA NIEYEHUS NALMEHTA:
OT KOPPEKLMM HapyLLIEHWI YrNeBOAHOrO 0OMeHa paLMoHanb-

HbIM MUTAHMEM [10 IeYEHWUS NEePOPabHbIMU CAXapPOCHMKAK-
WMMK MpenapatamMuM U MHcynuHoTepanuu [13-16]. Tpwu
MODY3 1 HekoTOpbIX Apyrnx NoaTMNax B 6ONbLIMHCTBE CNy-
4aeB peKOMEeHAYHTCS npenapaTbl CynbOOHMIMOYEBMHBI, @ O
[LevcTBumn bonee HoBbIX KnaccoB (MHrmbutopos ANMM4, SGLT 2,
aroHucToB [TIM1) uMeroTCs HEMHOMOUYUCIEHHbIE NPOTMBOpE-
umBble AaHHble. C MOMOLLbBI0 METOAA HeMPepPbIBHOMO MOHWUTO-
pupoBaHusg rankemun (HMM), uam Continuous Glucose
Monitoring System (CGMS), MoxHO onpepenutb 3hdeKTuBs-
HOCTb Pa3/IMyYHbIX KNACCOB CaXapOCHUXAMLWMX NpenapaTos
Npu Peakmnx TMnax caxapHoro AnabeTa, 4To MOMOXKET NpakTH-
KYHOLLMM BpayaM Mnpu Ha3HaYeHUM Tepanuu.

BO3MOXXHOCTU UCMOJIb3OBAHNA
MOHUTOPUPOBAHUSA TMUKEMUN

MepBas HenpepbiBHAs CUCTEMA MOHWTOPWMHIA [MHOKO3bl
6bina BbinyweHa MedtronicMiniMed B 1999 r. B HacToswee
BpeMs abbpeBuatypa CGMS oTHOCUTCA KO BCeM npubopam,
CMOCOBHBIM U3MEPSATb YPOBEHb [NHOKO3bl B MHTEPCTULMANb-
HOM XMAKOCTM MOAKOXHO-XXMPOBOM KNETYaTKM [OCTAaTOYHO
4acTo (06bIYHO Kaxable 5 MUH) B TeYeHWe ANUTENbHOMO Bpe-
MeHU (Kak NpaBuno, 3—7 OHeW).

PacwudpoBka aaHHbIx ¢ npubopos ans HMI nossonser
NpoaHanu3MpoBaTb KonebaHus ypoBHS NHOKO3bl NOCNE efibl,
BO BpeMs GU3NYECKMX HArpy3ok, BbISBUTb GEHOMEH YTpeH-
HeW runeprankeMuu, anu3onsl rMNOruKeMun (B TOM Uncie
HOYHOW M HeccuMnToMHOM). CUCTeMbl AN HEMPEepbIBHOTO
MOHMWTOPMHTA IIMKEMWUU HAXOLNAT CBOE NMPUMEHEHME BO MHO-
rMx obnactax MeauumHbl. Tak, uccnepoatenu s @paHumm
CTPEMUNNCH OLLEHWTb BapmabenbHOCTb MOKO3bl Nocne 6apwm-
aTpuyeckor onepaumu NoCpeacTBOM HeMpepbiBHOMO MOHU-
TopuHra rntoko3bl. CGMS 6b110 MCNoNb30BaHO AN ABEHAAUA-
T NALMEHTOB C KIMHUYECKMM MOLO3PEHWMEM HA TUMOINKe-
MWIO NOCNe NepeHeCEHHOM onepaumnmn B TEYEHUE CEMU AHEN.
[insa nccnenosaHuns 661 NpoBefeH MOHUTOPUHE C NMOMOLLbIO
yctpoictBa «iProTM2 LIM» («MenTtpoHuks, «HopTpuox»,
KanndopHus) y Bcex naumeHToB. [1o pe3ynbratam nccienosa-
HWS BbLAK CAeNaHbl BbIBOAbI O TOM, YTO U3MEHUYMBOCTb IHOKO-
3bl NpeyBennyeHa nocne bapnaTpuyeckon Xxmpyprum, sBapma-
6€enbHOCTb MMKEMUK OKa3anacb HesHaunTenbHon [17].
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Takxe 6bI10 06HapYXKeHo, 4To Mcnonb3oBaHne HMI bes-
onacHo 1 3dEKTUBHO LS ANATHOCTUKM YPOBHS MIMKEMUU Y
XEHLWMH C rectaumorHbiM CI (TCO). XeHwmHbl ¢ MCL umetot
BbICOKME PUCKM OCNIOXKHEHMWIM Kak AN MaTepu, Tak W Ans
nnoaa, 0cobeHHO e MokasaTtenu yrneBoLHOro obMeHa He
[OCTUIAOT LeneBbiX 3HA4YEHUIH. DU PUCKM BKKOYAIOT B Ceb4
noTeplo MN0AA, BPOXKAEHHbIE aHOManMK, MaKpoCOMMIO, Npe-
3KNAMMCUI0 W 3KNAMMCKIO, TUMOMIMKEMUIO HOBOPOXAEHHBIX,
MOBBILLAIOT Y TAKMX XKEHLLUMH YaCTOTy POLOPA3PELLIEHUS MyTEM
KecapeBa ceyeHus. B cBs3n c aTuM AMepumKaHckas accouma-
uma omnabeta (ADA) pekoMeHAyeT XeCTKWUI [MKEMUYECKUI
KOHTpONb BO BpeMs 6epeMeHHOCTU. OQHUM U3 MHCTPYMEHTOB,
KOTOPbIM MOXET NOMOYb AOCTMYb OMTUMANIBHOMO FMKEMUYE-
CKOrO KOHTPONS BO BpeMsi bepeMeHHOCTH, SBNSETCS NOCTOSH-
HbIA MOHUTOPUHT rtOKO3bI. Micnonb3oBaHne HMI B coueTaHmm
C HenpepbiBHOW MOAKOXHOM WHCYNMHOBOM MHMY3MOHHOM
Tepanuei npu OepeMeHHOCTWU, OCNOXHEHHOW AMabeToMm,
MOXET YNYYLNTb Pe3ybTaTbl MHCYAMHOTEpanuu [18].

HMI moxeT 6bITb 3QdEKTMBHO WMCMOMb30BAHO B AMar-
HOCTMKE HEMPO3HAOKPUHHBIX 33a00neBaHMM, B 4aCTHOCTM
MHCYNMHOMBI. MIHCynMHOMa — 3TO HeWpO3HAOKPUHHAA Ony-
xonb, B 95-99% cnyyaeB nokanm3yoLascs B NoaxXenyao4Hom
Xenese U CeKpeTUpyrLWwas UHCYNUH. VIHCYNMHOMbI SBASHOTCS
[LOCTAaTOYHO PefKMMYM OMYyXONSMM, BbISIBASIOLLMECS C YaCTOTOM
1-3 cnyvas Ha 1 000 000 HaceneHus B roa. KnuHuyeckune
MPOSIBNEHNS WMHCYIMHOMbI OBYCNOBNEHbI €€ FOPMOHANbHOWM
AKTMBHOCTbHO. [TOBbILLEHHAS CeKpeLms MHCyAmnHa obycnoBneHa
M30ObITOYHBIM Er0 CMHTE30M B OMYXOAW, B pe3ynbraTe y nauu-
eHTa 0BHapyXMBAKOTCH rMMOrIMKeMMyeckme cumntombl [19].
YueHnble u3 Kntag ons AMArHOCTUKM MHCYIMHOMbI MCMONb30-
Ba/M CMCTEMY HEMPEPbLIBHOIO MOHWUTOPMHIA MIOKO3bl U Cae-
Nanu BbIBOA O TOM, YTO AaHHble HMI geicTBuTensHO MoryT
6bITb NONE3HBI AN ONpeaeneHns nHcyanHomsl [20].

Takum o6pazom, HMIT MoxeT 6bITb LiEHHbIM AMArHOCTHYe-
CKUM MHCTPYMEHTOM W UrpaTb BaXHY pOb B AMArHOCTUKE
TMNo- U TUNEPIIMKEMUM, OLleHKe OTBETA Ha neyeHne BOoMbHbIX
[IMeTON, MeANKAMEHTO3HOM Tepanueit Mn XMpypruyeckum BMe-
watenbctBoM [17]. JeTanbHbli aHanu3 MHAEKCOB Bapwabenb-
HOCTM FMKEMUK, MONYHYEeHHbIX MO pe3ynbrataM HMI, paccunTan-
HbIX C MCMOMb30BAHMEM CMELMANU3MPOBaHHBIX MPOrpaMMm U
KanbKyngTopoB, MOXET MOMOYb CLAEeNaThb BbIBOL, O Bapuabenb-
HOCTM IMKEMUM Y KOHKPETHOIO NauMeHTa B TeYeHne HeCKoNb-
KMX CyTOK, @ Takxe ONpenenunTb afekBaTHOCTb MPOBOAMMONA
Tepanuu u npu HeobxoaMmMocTn chopMynMpoBaTb MHAMBMAY-
aNbHble PEKOMEHAALMM NO ee Koppekumn [21-23].

OCHOBHbIE MHAEKCbI AN OLEHKU BapuabenbHOCTU MIUKEMUU:
BG (Blood glucose) - cpefHee 3Ha4YeHWe rMKeMUM 3a BCe
BpeMS UCCeaoBaHus;

SD (Standart Deviation) - oTpaxaeT cTaHAapTHOE OTK/IOHEHME;
M - value (3HaueHne M) - oTpaxaeT KayecTBO KOHTPONS
TUKEMUN;

MAGE (Mean Amplitude of Glycemic Excurtion) - nokasbiBa-
€T CPefHIo aMNAUTyay KonebaHui rukemuu;

CONGA (Continuous Overlapping Net Glycemic Action) -
MHAEKC AJIMTENbHOMO NOBLILEHUS [IUMKEMUY;

MAG (Mean Absolut Glucose) - oueHKa CKOPOCTM U3MeHe-
HWS YPOBHS FIHOKO3bI;
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HBGI (Hight Blood Glucose Index) - nHaekc pucka runep-
TVKEMUN;

LBGI (Low Blood Glucose Index) — HAeKC pycKa rMnornmMkeMuy;
Uupekc ADRR (Average Daily Rick Range) - cpenHee 3Have-
HWe PUCKOB FMMNO/TMNepPrInKEMUM.

CYTOYHOE MOHUTOPUPOBAHMUE NNMUKEMUU
NPU MODY-OAUABETE

K HacToseMy MOMEHTY [aHHble O COCTOSHUWU YrNeBOL-
Horo obmeHa y nmy, ¢ MODY nony4yeHbl Ha OCHOBaHWM onpe-
LeneHns TMUKEMUM HATOWAK W NOCTNpaHAManbHOW. Tun
rMnepravkeMmnn (HaTowWwak MAM NoCTNpaHAManbHas) y naum-
eHToB ¢ MODY accoumMmpoBaH C pacnonoXeHnem mMyTtaumm B
onpeneneHHoM reHe. Hecmotpsi Ha 1o, yto npu GCK-MODY
HapyweHa dyHKUMS B-KNETOK M renaTtouMToB, rMneprianke-
MUS HATOLWaAK OBbIYHO yMepeHHas [24-26]. Tem He MeHee
HapyleHns yrneBoLHOro oBMeHa y HocuTenem MyTaumi
MPUCYTCTBYIOT C POXAEHUS, MOTYT ObiTb BbISBNEHbI YXe B
nepBble roApl XXM3HU 1 NPAKTUYECKM Y BCEX — K 3aBEPLUEHMIO
nonoBOro passButMa [27]. BbIpaXKEHHOCTb TrUNeprankemMmm
HaTOLLaK MpOrpeccupyeT o4eHb MeafleHHO U 06bIYHO JOCTU-
raeT ypoBHS 6,7 MMOJb/N U BblILLE TONBKO B CPEAHEM BO3paCTe.
Moatomy y nmy, ¢ GCK-MODY peako BO3HMKAET Heobxoau-
MOCTb B JleYEHWW, 3 LeNeBble MNOoKasaTenu YrneBoLHOro
0bMeHa [OCTUratoTCs paLMOHanbHbIM NuTaHueM [28, 29].

Paszsute HNF1A-MODY (MODY3) cBsi3aHO C MyTaLMsMu B
reHe HNF1A. B 3-kneTkax nogenyno4Howm xenesbl 310T dhak-
TOP WUrpaeT BaXKHYI POfib B TPAHCKPUMUMM TEHOB, Y4aCTBYHO-
WMX B CEeKpeuuMn MHCYNMHa, TpaHcnopTe W MeTabonusme
rntoko3bl (GLUT2), TpaHcnopTe aMUMHOKMCNOT, @ TakxKe CUHTEe3e
HECKONbKUX MUTOXOHLPUANbHbIX GEPMEHTOB, Tak MAKN MHaye
CBS3aHHbIX C CMHTE30M MHCynuHa [30]. Kak cnencrsue, Hapy-
LIaeTCs CeKpeLms MHCYMHA M NpeBanupyeT NOCTNpaHAManb-
Hasg rUNepravkemMus, NO3TOMY OMNpenenseTcs BbiCOKas YyB-
CTBUTENBHOCTL K MpenapaTam CyNbOOHUAMOYEBUHbI, PeakLms
Ha KOTOpble B YeTbipe pasa Bollwe, yem npu CI 2-ro Tuna [31].

HepnasHwe wnccnepoBaHMs nokasanu 3QMEKTUBHOCTb B
neyeHmn naumnentos ¢ HNF1A-MODY aronucramu [TIM-1
(nvparnyTMooMm), KOTOpble BbI3bIBAM TakOe Xe CHMKeHue
NOCTNPaHAMANBHOM TIMKEMUM, KaK NpU Tepanuu rnmMenu-
pWAOM, HO MpW 3TOM runornukeMun onpegensanmcs B 10 pas
pexe [32]. B KAMHMYeCKMX Cydasx Takxke ynoMUHaeTcs
addekTnBHOCTL MHIMbUTOpoB [MMMM-4 [33]. Katra et al. onu-
canu ycnewHoe gobasneHne rMuUNTUMHOB (BUNLAMMUNTMHA U
CUTArAUMNTMHA COOTBETCTBEHHO) K TepanuMu MauuMeHToB C
HNF1A-MODY, koTopble nony4anu KoMOUHaAUMM MHCYAUHA C
FAVKNA3ULOM U MHCYMHA C METOOPMUHOM [34]. 3Ta Tepanus
6blna CBA3aHa He TOMbKO C YIyYlWEHWEM MMKEMUYECKOTO
KOHTPONS, HO Takke C ynydyleHnem yHKUMM [B-KneTok.
Y naumnentoB ¢ HNF1A-MODY onpegnensetcs HOpmanbHas
CeKkpeLums MHKPETMHOBOIO rOPMOHA, HO 3MMEKT MHKPeTUHA
Obln yMeHblUeH. JTO MpeanonaraeT MoTeHUMANbHOE CHU-
KEeHWe YYyBCTBUTENbHOCTM WMHKPETMHA, BO3MOXHO, M3-3a
AMChYHKLUMM D-KNeToK 3TUX MauMeHToB. B To ke Bpems
y nauneHtoB ¢ HNF1A-MODY onpepensetcs nosbilleHHas
aKTMBHOCTb OMNENTUAMANENTUAA3bl-4 U 3HAYMTENbHAs
nocTnpaHananbHas rmnepraokaroHemms [35, 36].



C OCTOPOXHOCTbIO Ha3HaYarTCH MHIMBUTOPBI SGLT2, Tak
Kak npu mMyTaummn B reHe HNF1A cHwxeH noyeyHbln nopor
[N TOKO3bl M Ha3HaYyeHMe LAHHOro Kiacca npenapaTos
MOXET BbI3BaTb AErMAPATALMIO U YPOreHUTANbHYHO MHDEK-
umto [37]. Mo paHHbIM J. Hohendorff et al., cHuxeHne HbAlc
y naumeHtoB ¢ GCK-MODY n HNF1A-MODY npu Tepanuu
MHrMouTopamm SGLT2 meHble, yem y anw, ¢ CA2, Toraa kak
rNoKOo3ypus Bbiwe [38].

B nutepatype onucaHbl eauHWYHble WCCNefoBaHUS C
npumerennem HMI y gaHHoW rpynnbl nauneHTos. B Typuum
HMI npoBogunock BocbMu naumeHtam ¢ GCK-MODY, y koTo-
pblX TUKMPOBAHHbIK reMornobuH He npuBbiwan 7%.
Moka3aHo, yto y 50% naumeHTOB 3HAYEHUS [HOKO3bl B TeYe-
HWe CyTOK NpeBbIlWanM HOPMasbHble AMAMA30HbI. TakuMM
obpa3om, xoTd npu BTOpoM noatune MODY Habntopaetcs
HEeBbICOKMIA YPOBEHb tOKO3bl, OH BCE PaBHO TpebyeT Kop-
peKumMn (peKOMeHAALMM NO NUTaHMI0 1 06pasy Xu3HK) [39].
NTanbsHCKME y4yeHble MPOBENM WUCCNefoBaHME, B KOTOPOM
[MArHoCTMpoBanM BapuabenbHOCTb MMUKEMUK, B HACTHOCTM
3nNM304bl rMnornMkemMuu, y naumentos ¢ HNF4A-MODY-auma-
6eTom (MODY1) c nomouwbto HMI. Bbino BkntoveHo 14 nauu-
€HTOB, CpeAHMIA BO3PpaCT KOTopbIX coctasnsan 21 roa. [laHHow

rpynne nauneHToB 6bin ycTaHoBneH npmbop CGMS Ha 72 u.

Bbinun BbISiBAEHbI 3MM304bl 6ECCUMNTOMHOM TMMNOMNUKEMUUN B
rpynne naumeHToB ¢ HNF4A-MODY, koTopble He Gbinn 0by-
CNOBNEHbI OTCYTCTBMEM eAbl UAM (BU3NYECKON Harpy3KOM.
KnuHuyeckoe nocneactsMe 3nu3o4oB  6ecCMMNTOMHOM
runornukemmn B koropte MODY octaeTcs HenssecTHbIM [40].

3AKJIIOYEHME

yncne naoeHtTndukaums MODY-amabeta, SBNSeTCs akTyanbHbIM
acnekToM B 3HAOKpUHONOMMK. [lnarHoctupoBaHue npeobna-
[aHWUS] TMNeprivMKeMMM HATOWAK MAM MOCTNpaHAMaNbHOM,
onpeneneHune rUNoraMKEMMUA MOTYT MOMOYb B Ha3HaYeHUU
NaTOreHeTMYeCcKon Tepanmu M MOBbILWEHUN KAYeCTBa XKM3HM
i, ¢ amarHosom «MODY-guabet». B Poccum nccnenoBaHms
ucrnonbzoBaHvem HMI y naunentos ¢ MODY-gomnabetom u
onpeneneHne ocobeHHoCTen MHAEKCOB BapMabenbHOCTH n-
KEMWUM He NPOBOAMINCD, YTO 0BYCNaBAMBAET BbICOKYHO 3HAUM-
MOCTb ANS AanbHENLEero n3yvyeHms shdekTMBHOCTU LAHHOMO
MeToAa Y uL, C MOHOreHHbIMK opmamu ClL.
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