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IToka3aTesu JMIHIHOTO NMPOodUIs y JUI MOJOJAOr0 BO3pacTa
¢ GCK-MODY u HNF1A-MODY
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HecMoTpss Ha TO 4TO y GOJBIIMHCTBA MAIIMEHTOB MOJOAOTO BO3pacTa ¢ TUMEeprIuKeMueil aua-
rHoctupyercst auader 1 (CHA1) u 2 (CA2) tuna, no 10 % Bcex ciyyaeB 3a00sieBaHUSI TPUXOASITCS
Ha MODY-aua6er. Cambie pacnpoctpaHeHHblie Tunisl MODY — GCK-MODY u HNF1A-MODY,
MO3TOMY HM3YYEHUE HX KIMHUYECKUX M JIaOOPaTOPHBIX XapaKTepUCTUK, B TOM YHUCJE MoKasaTeneit
JIMTIUIHOTO CMEKTpa, MMEEeT OOJbLIYI0 KIMHUYECKYl0 3HauMMocTb. Lleiab ucciemoBarenbckoil pa-
0O0Tbl — M3YYWUTh 3HAUEHMSI IMOKa3aTeseil JIMIMUIHOIO CIEKTpa Yy MalMeHTOB C AUarHOCTUPOBAHHBIM
GCK-MODY n HNF1A-MODY B Bo3pacte or 18 mo 45 nmet. ¥ 56 uyemoBek B Bo3pacTe oT 18
o 45 Jer ¢ AMarHOCTUPOBAHHBIM MOJICKYJISIpHO-TeHeThueckuM ucciaenoBanueM GCK-MODY u
HNFI1A-MODY, conoctaBUMBIX IO I0Jy, BO3pacTy M MHIAEKCY MAacChl Tejla, U3y4yaJIUCh TOKa3aTeau
JarmaHoro mpoduist. CTaTUCTUYeCKU 3HAYMMBbIe PA3IMdusT He BBISBICHBI HU IO OXHOMY TOKa3are-
o, onHako y siui, ¢ HNFIA-MODY cHuxenue conepxanuss XC JITIBIT onpenensiercss 1ocToBepHO
qamre, yeM npu GCK-MODY. Takum ob6pasom, rpyrnma jguii ¢ MODY paznnuaeTcss 1o ypOBHIO
rokasatesieil jumaHoro npodwis B 3aBucumoctu oT tura MODY. ®unancupoBanne. PaGoTta BbI-
MojiHeHa 1o ['ocymapcTBeHHOMY 3alaHUI0 B paMKax OromkeTHOH Tembl Ne 121090800101-7.
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Despite the fact that most young patients with hyperglycemia are diagnosed with type 1 (T1DM)
and type 2 (T2DM) diabetes, up to 10 % of all cases of the disease are MODY diabetes. The most
common types of MODY are GCK-MODY and HNF1A-MODY, therefore the investigation of
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their clinical and laboratory characteristics, including lipid spectrum indicators is of high clinical
significance. The aim of this research work was to study the values of lipid spectrum indicators in
patients diagnosed with GCK-MODY and HNF1A-MODY at the age from 18 to 45 years. Lipid
profile parameters were investigated in 56 patients aged 18 to 45 years with diagnosed GCK-MODY
and HNFIA-MODY by molecular genetic tests, matched by sex, age and body mass index (BMI).
No statistically significant differences were found for any of the indicators, however, in patients with
HNF1A-MODY, the decrease in HDL-C is determined significantly more often than in GCK-
MODY. Thus, the group of persons with MODY differs in the level of lipid profile indices depending
on the type of MODY. Financing. The work was done in the State Assignment of the budget theme

Ne 121090800101-7.

Keywords: MODY, diabetes mellitus, young patients, lipid profile indices, dyslipidemia.

Conlflict of interest. The authors declare no conflict of interest.

Correspondence: Ovsyannikova A.K., e-mail: aknikolaeva@bk.ru

Citation: Ovsyannikova A.K., Belyaeva I.A., Galenok R.B., Rymar O.D. Lipid profile indices in
young people with GCK-MODY and HNFIA-MODY. Ateroscleroz, 2021; 17 (4): 43—47. [In Russian].

doi: 10.52727/2078-256X-2021-17-4-43-47

Hecmotps Ha TO, 4TO y OOJBIIMHCTBA MAlUECH-
TOB ¢ caxapHbiM nuabetom (C[l) muarHocTupyercs
aunaber 1 (CA1) u 2 (CH2) tuna, no 10 % Bcex
cydaeB 3a00JieBaHUSI MMEIOT MOHOTEHHYIO TPHUPO-
oy [1]. Caxapnbiit nnader Tuna MODY (Maturity-
Onset Diabetes of the Young, «a1mabeT B3pOCIOro
THUMA y MOJIOBIX») — TeTepOreHHas ayToCOMHO-I0-
MMHAHTHO Hacjieayemasl rpynmna 3abojeBaHuii, 00-
YCJIOBJIEHHAs MyTalUMsIMU T€HOB, NMPUBOISIIMMU K
IUCOYHKIIMU B-KJIETOK MOIKEIYIOYHOM Kese3bl
[2]. K HacTosiiiemy BpeMeHU u3BecTHO 14 dopm
MODY, camMbIMy 4YaCTbIMU MOATUIIAMU SIBJISIFOTCS
MODY-2 (GCK-MODY) u MODY-3 (HNFIA-
MODY), Ha xotopsie mnpuxoautcs 90% BbIsIBIEH-
HBIX ciay4yaeB [3]. OmmcaHbl OCOOCHHOCTH Ie0loTa,
JT1abopaTOpHBIE M TEHETUYECKHE XapaKTePUCTUKU
MODY-mnabeta B poccuiickoit monynsamuu [4].
OnHako JaHHBIX O HAJWYUU JIUMUAIHBIX HapyIie-
HUIl y JUI ¢ JaHHOW Ho3ojorueil B Poccuiickoii
®enmepallni HETOCTATOYHO [5].

Lenp uccnenoBaHus — M3YYWUTh 3HAYEHMS T10-
Kazarejell JIMIAIHOTO CIeKTpa Yy ITallMeHTOB B
Bo3pacte oT 18 mo 45 jer ¢ AMarHOCTUPOBAHHBIM
GCK-MODY u HNF1A-MODY.

Matepuaa U METOIbI

JuzaitH © MeTOIbl MCCIIEOBAHUS, a TaKXe 00-
pasen] nHGOPMUPOBAHHOTO COTJIACUs Ha y4yacThe B
HeM ObLTM PacCMOTPEHBbI M OJOOPEHBI ITUYECKUM
komutetom HUMWM Tepanuu u mpoduiakTuieckoin
MemuuinHbl — dwmana OIBHY «DULl UnactutyT
uurosioruu u reHetuku CO PAH» (mportokon Ne 2
or 11.02.2014). I'pynme mpob6anmoB (122 denose-
Ka), y KoTopsix Bo3pacT aebrwoTta CI 6but oT 18 1o
45 net, OTCYTCTBOBaIM aHTUTENA K B-KJIeTKaM MO.I-
KETYIOYHOW XKeJe3bl, TIIIoTaMaTaeKapOoKCHiIase,
Tupo3rHdocharaze, onpeaessics HOpMaabHbIA WX
HE3HAYUTEIbHO CHUXKEHHBIM ypoBeHb C-nentuna,
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OTCYTCTBOBAJIM KETOALMAO3 U AaOCOJIOTHAs I10-
TpeOHOCTh B 3K30T€HHOM WHCYJIMHE, IIPOBEACHO
BBICOKOIIPOM3BOIMUTENIPHOE CEKBEHHMPOBAHUE Te-
HOB, acCOLIMMPOBAHHBIX ¢ pa3ButueM MODYI1-14.
MODY-GCK moarBepxkmeH y 13 1pobaHIoB,
HNFIA-MODY — y 9. Ilocne Bepupukammm ma-
TOTEHHBIX MyTaluii, accomuupoBaHHbIx ¢ GCK-
MODY u HNF1A-MODY, y npobaHmoB, y poi-
CTBEHHUKOB ITIEPBOM M BTOPOW CTENEHM POJICTBA,
JMOCTYIHBIX IJIST MCCJIEOBaHMUsI, OBLIM BBITTOJHEHBI
JUATHOCTUYECKUI MOMCK TUMNEPIIAMKEMUN U UCCIe-
noBaHue reHoB MODY, B KOTOpbIX OOHapy:Ke€HbI
myTauuu. Takke MOJIEKYJISIPHO-TEHETUYECKOe MC-
CJIEIOBaHME CIENaHO OPYIMM POACTBEHHUKAM IpU
Haymuyuu CJI B aHamHe3e. Bcero o0ciaenoBaHO
72 poactBeHHUKa TpodaHgoB ¢ MODY, y 34 Be-
puduIpoBaHbl MASHTUYHBIE MyTauuu. Takum 00-
pasom, GCK-MODY u HNFIA-MODY BrigiBiE-
Hbl Y 56 uejoBek: y 22 mpobGaHaoB U 34 ux pon-
CTBEHHUKOB.

Bcem mammentam ¢ GCK-MODY n HNFIA-
MODY BHIITOJHEHB KIMHUYECKUI OCMOTpP (cOop
Xajmob, aHamMHe3a, OOBEKTMBHOE OOCIeA0BaHUE
(u3mepenue uHaekca maccol Tena (MUMT), aprepu-
aJIbHOTO JaBJIEHUs)) U JJaOOpaTOpHBIE HCCIEeI0Ba-
HUS, IJIS1 KOTOPbIX KPOBb 3a0UpajiM M3 JIOKTEBOM
BEHbl BaKyTEHHEPOM B IIOJOXEHMU CHUAS TOCie
12-yacoBoro rojonaHus. CoaepxaHue TIJIMKO3U-
JIMPOBAaHHOTO TeMOIVIOOMHA U3MEpPsId Ha Tpudope
NycoCardREADERII mMetonom 6opatHoro agpguH-
HOTO aHaju3a, KoHleHTpauuto C-mentuga — MeTo-
JIOM MMMYHO(EpPMEHTHOTO aHaju3a TecT-Habopom
Monobind Inc. (CIIA).

OueHMBANM JUIUAHBIA MPOGWIb: U3MEPSIIU
conepxanue obiero xonecrepuHa (OXC), Tpuriau-
uepunoB (TT), xonmectepuHa JUMOTPOTEMHOB BbI-
cokoit mmotHoctu (XC JITIBIT) sH3uMatnyecKkumu
METO/laMW C WCIIOJIb30BaHMEM CTAHIAPTHBIX peak-
tiBoB (Biocon, ®PI'). YpoBeHb XojecTeprHa JUIIO-
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npoTernHoB HU3Koi miaoTHoctu (XC JIITHII) pac-
cuuThiBaIM 110 popmyiie PpuaBaibia MpU KOHIICH-
tpauuu TT, He mpeBblawueil 4,5 mMoip/m1: XC
JITIHIT = OXC — (XC JIIBIT + (TT/5)) mr/an.
Lenesbie 3Hauenusa: OXC < 4,5 wMMmoab/n,
TT < 1,7 mmone/a, XC JIITHIT < 2,5 mMomb/m,
XC JHIBIT > 1,0 MMoab/m misg WALl MYXKCKOTO
mosa, > 1,3 MMomb/a it XeHH [6, 7]. B poc-
CHUICKUX aJTOpUTMax CIENUaJM3UPOBAHHON TTOMO-
IIM MalMeHTaM C caxapHbIM auabetoM [7] 1ieseBbie
3HAYEHWSI KOHIICHTPAIIMW JIMITAIOB TIPEACTABICHBI
toabko ajasg XC JITIHII, nHamu BbIOpaHbI TMoKa3a-
TeJW, XapaKTepHble [UISI CPEeTHEro pucka, TakK Kak
MPOIOJKUTEbHOCTh  3a00jieBaHUs Oblla MeHee
10 net y nui Mojomoro Bo3pacta 0e3 Apyrux ¢ax-
TOPOB pHUCKA.

IIpu mpoBeaeHUM CTAaTUCTUUECKON 00padbOTKU
pe3yaIbTaTOB MCCIEOOBAaHUS XapakKTep pacmpee-
JICHUSI KOJIMYECTBEHHBIX IPU3HAKOB OIPEAeIISUICS
metonom KommoropoBa — CwmupnoBa. ITockombky
HOpMaJIbHOE pacmlpenejieHne MTaHHBIX OTCYTCTBO-
BaJio, BBIUUCISIMCH MeauaHbl (Me) ¢ ykazaHuem
MexXKBapTwibHOTO paszmaxa (Me [Ql; Q3]), Hesa-
BUCUMBIE BHIOOPKM CPAaBHUBAINCH C MCIOJIb30Ba-
HueM Tecta ManHa — YutHu. g omnpeneneHus
COTPSTCKEHHOCTH  TUXOTOMUYECKUX — TTEPEMEHHBIX
UCIIONb30BaJICSL x> TO KputepusiM [lupcoHa win
®uiiepa. Bo Bcex mpoueaypax CTaTUCTUYECKOTO
aHajMM3a KPUTUYECKUI YPOBEHb 3HAYMMOCTH HY-
JIEBOU CTAaTUCTUYECKOW TUMOTE3bl (p) MPUHUMAICS
paBHbiA 0,05.

Pe3yabraTh

B rpynmy suny ¢ nmebiotom GCK-MODY or
18 mo 45 smer Bouwm 36 4YenmoBeK (24 SKEHIIMHBI
(66,7 %) n 12 myxunn (33,3 %), p = 0,08), B
rpynmy jmi; ¢ gedtorom HNF1A-MODY — 20 ye-
gosek (16 xenmmu (80,0 %) m 4 MyXYUHBI
(20,0 %), p = 0,002). Bospacr naunentos ¢ GCK-
MODY u HNF1A-MODY npu BbIIBI€HUU TUTIEP-
rukemuun coctaBun 32,0 [24,2; 38,8] u 32,0 [23,5;
41,8] roma (p = 0,81), Ha MOMeHT ocMoTpa — 36,0
[30,0; 45,7] u 39,5 [36,2; 45,7] roma (p = 0,39) co-
OTBETCTBEHHO; TpoaoskuTebHocTh CI paBHsIach
1,0 [0,0; 8,0] u 4,0 [1,2; 14,2] roma (p = 0,08) co-
otBeTcTBeHHO. ['pyrnmbl 6ombHbIX GCK-MODY u
HNF1A-MODY cormoctaBuMbl IO TI0JTy, BO3pacTy
u npogokutenpHocT CI.

Y mun ¢ GCK-MODY MHMMT cocrasisn
23,4 [21,6; 24,5] kr/m?, y maumeHtoB ¢ HNFIA-
MODY — 23,5 [22,0; 24,4] xr/m*> (p = 0,895).
VY 80,6 % ob6caenoBanHbix ¢ GCK-MODY omnpe-
nensicss UMT menee 25,0 xr/m?, y 13,8 % — or
25,0 mo 29,9 xr/M> nuy 5,6 % — 6oxaee 30,0 kr/m>
I[Ipu HNFIA-MODY Ttakux OOJBbHBIX OBLIO COOT-
BerctBeHHOo 90,0, 5,0 u 5,0 % (p = 0,73). Takum

ITokasare/n JMNMAHOrO CIEKTPA y NALMEHTOB
¢ GCK-MODY u HNF1A-MODY

Lipid spectrum values in patients with GCK-MODY
and HNF1A-MODY

Conepxanue | 5ox \ODY, | HNFIA-MODY,
ana, n =136 n=20 p
MMOJIb/JT

0OXC 45043511 | 431[4,0;57] | 0,49

T L0 [1,2; 1,5] | 1,4[1,2;1,6] | 0,06

XC JIMHIT | 2,0 [1,7;2,9] | 2,6 [1.9;3,0] | 0,29

XCJNBO | 1,3[1,0; 1,4] | 1,3[1,0; 1,3] | 0,65

0o0pa3oM, y OOJBIIMHCTBA JIMI[ MOJIOJAOTO BO3pac-
ta ¢ MODY omnpenensincs HopmanbHbii UMT.
CTratTuCTMYECKM 3HAUYMMBIC DPA3IUYMS TI0 YPOBHIO
qnmaoB Mexay mnaumeHtamMu ¢ GCK-MODY u
HNF1A-MODY He BbIsiBaeHbI (Tabnuua). I'eHoep-
HBIX pas3Inyuii Takke He ToiydyeHo. Ha MomeHT
00cJIeIoBaHNs HU OAMH M3 IMAIlMEHTOB HE IOJTydal
JIATU/I-CHIDKAIOIIIYIO Teparuio.

l'unepxonectepuHemMus BbisiBieHa y 9 (25,0 %)
nauueHToB crapue 18 ger ¢ GCK-MODY u y 9
(45,0 %) — ¢ HNF1A-MODY (p = 0,10); noBsi-
wenue copepxkanuss XC JIITHIT ormeuanocs y 7
(19,4 %) u 3 (15,0 %) uenosek (p = 0,49); ru-
neprpurauuepugemus — y 2 (5,6 %) u 1 (5,0 %)
(p = 0,71) coorBercTBeHHO. CHIKEHUE KOHIICH-
tpauuu XC JITBIT y muir ¢ GCK-MODY He 00-
HapyxeHo, Bepuduimponano y 5 (25,0 %) nauu-
entoB ¢ HNFIA-MODY (p < 0,05).

[Ipu ompeneneHuu TmoOKaszaTeaeil YIJIEBOJHOTO
obMeHa ycTaHOBJeHO, 4Tto y OoabHbIX HNFIA-
MODY copepxaHue IIIOKO3bl IUTa3Mbl HAaTOIAK
ob10 Gosblie, yem npu GCK-MODY (7,0 [6,9;
8,3] m 6,1 [5,8; 7,0] coorBercTBeHHO, p = 0,04),
TaKKe KakK TJIMKHpoBaHHOTO remorioouHa (7,0 [6,6;
7,6] u 6,1 [6,0; 6,71 % (p = 0,01) coOTBETCTBEH-
HO). ¥ 4 (11,1 %) o6cnenoBanHbix ¢ GCK-MODY
nuyS (250 %) ¢ HNFIA-MODY (p = 0,16) BbI-
SgBJIeHa apTepuajibHas TUIlepToHUsl 1—2-ii cremne-
Hu. Cpeau MHMKPOCOCYIMCTBIX OCJOXHEHUI y 2
(5,6 %) nanmentoB ¢ GCK-MODY u y 2 (10,0 %)
¢ HNF1A-MODY (p = 0,16) muarHoctupoBaHa
nrabeTudeckasi peTUHOMATHs, HerpoaudepaTuBHas
cranust; nuabetmdeckas Hedporatus cragust C2,
kateropusi Al, BbigBiaeHa y 2 uesnoBek (5,6 %) c
GCK-MODY ny 2 (10,0 %) (p = 0,16) c HNF1A-
MODY. MakpococynucTbIX OCJIOXHEHUI He OOHa-
pyxeHo. Y 3 mauuenton (8,3 %) ¢ GCK-MODY u
y 2 (10,0 %) ¢ HNF1A-MODY (p = 0,65) 6butn B
aHaMHe3e 3a00JIeBaHMS LUMTOBUIHOW XKeJe3bl (ay-
TOMMMYHHBI TUPEOUAMT), Ha MOMEHT OCMOTpa y
BCeX OOJIBHBIX JOCTUTHYT 3YTUPEO3.

BoapumuacTBo Al ¢ GCK-MODY s noctu-
JK€HUSI HOPMOIJIMKEMMH MCIIOJIb30Bal pallOHalb-
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Hoe mutanue (20 yenosek, 55,5 %), npu HNF1A-
MODY Ttakux moaeit 6bui0 MeHbiie (5 (25,0 %),
p = 0,04), mepopaysibHble caxapOCHHUKaloIue Ipe-
maparbl mojydanu coorBercrBeHHo 11 (30,6 %) u
10 (50,0 %) naumenToB (p = 0,22), UHCYJIMHOTEpA-
mio — 5 (13,9 %) u 5 (25,0 %) (p = 0,46).

Takum o6pa3om, y JUI[ MOJOIOrO BO3pacta C
GCK-MODY u HNFIA-MODY noxkazarenud Jm-
IMUIHOTO CIIEKTpa OBLUIM COITOCTAaBUMBI IO MeOua-
HaM ¥ TI0 YacTOTe THMIIePXOJCCTCPUHEMUM, THUIIEep-
TPUTTMLIEPUIEMUN W TIOBBIIEHUST comepxXanust XC
JITTHII. Opnako yactoTa cHuXeHus ypoBHsI XC
JITIBIT G6buta Gonbmie y jgun ¢ HNFIA-MODY.
HyxHo o00patuTh BHMMaHHME, YTO MPEACTABICH-
HbI€ JAHHbIE MOJYYEeHBbI B comocTaBUMbIX 1o UMT
rpynmnax, B KOTOpbIx Oosiee yeM B 80 % ciyuyaeB
onpenaensijacs HopMmaiabHbi UMT.

Oo6cyxneHne

CornacHO TOJIyYeHHBIM HaMU pe3yabTaTaM, I10
colepxXaHUO JUmuAoB MmanueHTel ¢ MODY-GCK
n HNFIA-MODY wnHe pasmmuammnch. OgHako uya-
crotra cHWXeHus koHueHtparuu XC  JITIBII
OblJla CTATUCTMYECKM 3HAYMMO BBIIIE Y JIAIL C
HNFIA-MODY. B wucciremoBaHmsix  TOKasa-
Ho, uro cpenuuit ypoBeHb OXC mnpu GCK-
MODY cocrasnger 4,58 =+ 1,02 mmonp/m; XC
JITIHIT — 2,52 + 1,02 mMmons/n; XC JITIBIT —
1,4 = 0,23 mmons/m; TT — 0,99 + 0,35 mmounb/n
[8]. ITo manHbiM A. Wedrychowicz et al., y aun
¢ GCK-MODY nmnosbiienne coaepxanusi OXC
BbisiBIIeHO B 13,5 % caywyaeB, XC JIIIHII — B
16,2 % [8]. ¥ naumentoB ¢ GCK-MODY MoxeT
OIPEeACNISATHCS AUCIUIMUACMUS, HO pexe, 4eM IIpU
CI2 [9]. Myrauuu B reHe GCK TpuBOmST K TIO-
JMaBJICHUIO TJMKOJIMW3a M CHIKCHMIO TIPOXYKIINU
rukoreHa u wmanoHwi-KoA [10] — perynsitopa
JIMTIUIHOTO MeTabom3Ma. DTU M3MEHEHUs COTpPO-
BOXIAIOTCSI yMeHbIIeHneM ypoBHA TI m TIOBBHI-
meHreM KoHueHtpaumu XC JITIBIT [11]. ¥V aun ¢
GCK-MODY rakxe ompeneisieTcss 6oee HU3KHIA,
yeM y 6osbHbIX C/1, ypoBenp OXC u XC JITTHIT
[12]. TIpu mpoBeAeHMU HACTOSIIIETO WCCIEIOBAHUS
TakKe BBISIBJICHO TOJBKO ITOBBILICHUE COACPXKAHUS
OXC u XC JIITHIT (B 25 u 19 % ciny4aeB cooOT-
BETCTBEHHO), HE OMNPEIEICHO YMEHbBIIECHUE YPOBHS
XC JITIBII, a runeprpumvuepuaeMus oouia y 6 %
00C/IeMOBaHHBIX, UYTO COIOCTAaBUMO C JaHHBIMU
JIPYTUX YYEHBIX.

V jmn ¢ HNF1A-MODY B 45 % cay4daes
BBISIBJIEHO Bo3pacTaHue KoHueHTpauuu OXC u
B 25 % — cHuxeHnue ypoHs1 XC JITIBII, moBbI-
menue comepxkanust TI' m XC JITTHIT ompenene-
HO Yy 5 u 15 % cootBerctBeHHO. [lpu nmedexre B
rene HNFIA naGmomaeTcsl yBeIMYEHUE CHHTE3a
JKETYHBIX KHUCJIOT, YTO BiuseT Ha ypoBeHb OXC,
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XC JHIBIT n XC JIITHIT [13]. HemaBHUEe uccie-
JoBaHMST mokazaiu, uto reH HNFIA perynupyer
dynaxumio PCSK9 wepe3 miR-122, yro takxke mpu-
BOIUT K cHwkeHuio KoHueHtpaumu XC JITTHIT
u XC JITIBIT [14]. Tlo cpaBHenuio ¢ CI2 mpu
HNF1A-MODY yposens XC JIITHIT u TI' MeHb-
we [15, 16]. TakuM 0o0pa3oM, NMpu AUCIUIAAEMUN
y qul, ¢ HNF1A-MODY HnHabatonaeTcsd CHUXXEHUE
cogepxanust XC JITIBIT, yto Takke roka3aHO W B
HallleM KCCJIEJOBaHUM.
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