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Il TUNTEN KAHT AUWABETIHE WANAbIKKAH
HAYKACTAPFA HI-TOP EMAEY 9AICIH KONOAHYAbIH
3KOHOMUKATNDbIK NTAWOANBbINbIFbIH BAFANAY

OnabeTTik HelponaTus KaHT AnabeTiHiH KeH TapanfaH api
ayblp ackblHFaH TyprepiHiH 6ipi 6onkin Tabbinagbl.

MaTtepuangap meH agictep: [IH ackbinFaH Il Tunteri K-
He WwanablkkaH 114 HaykacTbliH ambynaTopusnbIK kKapTacbliHa
Tangay xacangbl. OnapablH iwiHgeri 57 emgenywi gapi-
ASpMeKneH eM angpl, KanfaH TonTarel emaenywinep (57 agam)
OnopesoHaHCTbIK Xofapbl ToHAbl (HI-TOP) emaey kabbin-
aagbl. XKyprisinreH eMHiH dhapMakonorusinblk 93KOHOMUKanbIK
Garacbl MblHa aficTepMeH >xypridingi: 1. «AypyablH KyHbI»
kepceTkiwi Tangamacsl (COl-costofillness). 2. «LWbifbiHAap-
TMimainik» kepceTkiwi. 3. «WbiFbiHaapabl 6apbiHLa azanTy»
KepceTKiLLi.

HaTuxenepi meH Tankbinay: [1H wangbikkaH HaykacTtap
Oip anapblH iWinae aopi-aopMekneH em angbl, GUOPEe30HAHCTLIK
xofapbl ToHAbl (HI-TOP) emaeyai 10-12 kyH 6ovibl Kabbingaap!,
OynapabliH xeke 6acbiHbIH YaKbITbIH KbickapTyaa akTaprbikTan
MaHbI3bl 6ongel. HI-TOP annapatbiHaa eMaeyaiH 9KOHOMMKarnbIK,
Typfblda nanganbl 9pi OHbl eMxaHanap AapirepnepiHe
YCbIHYAbIH Heri3i 60nbin TabblnaTbiHbl aHbIKTanabl.

BuopesoHaHcTbik HI-TOP emagey TiHaAepaeri peTTeyLui xaHe
amblpbac ygepictepiH kanbinka Tycipe OTbipbin, AMabeTTik
HenponaTusiFa WwarnablkkaH HaykacTapaarbl ayblpCbiHY CUHOPO-

VIIK 616.379-008.64-053.2:575.224.23

SHAOKPUHONOINA

MbIHbIH KapKbIHbIH CEHIMAI TYpae a3anTyFa aKkenegi xaHe emip
CYpY canacblH XakcapTagpl.

KopbiTbiHAbINap. Anbda-nunonnsl Kelwkblngbl (Tuo-
ramma, Bépear ®apma, lepmaHus) xaHe beHdoTMammnHai
(Munbramma komno3untym, Bépear ®apma, Mepmanus) KaHT
AnabeTiHe WwanapikkaH HaykacTapFa KongaHy anabeTTik Hew-
ponaTtusiHbI NaTONOrMAnNbIK reHeTUKanblk emaey MyMKIHAIKTEPiH
KeHewnTen,.

Heziz2i ce3dep: kaHm duabemi, duabemmik Heliponamusi,
JKOFapbl MOHObI eMOgey.

SUMMARY

S.R. BAIMUKHANOVA, A.G. KOZHABAYEVA,

S.N. BURANKULOVA, A.K. KARELHAN

Polyclinic No3, Karaganda c., Kazakhstan

ASSESSMENT OF ECONOMIC FEASIBILITY OF HI-TOP
THERAPY PATIENTS WITH TYPE Il DIABETES

Diabetic neuropathy is one of the most common and serious
complications of diabetes.

Materials and Methods: 114 outpatient’'s cards with dia-
betes type Il complicated by DN. Of these, 57 patients were
treated with medical therapy, another group of patients (57
subjects) were treated with bioresonant high-pitched tone
(HI-TOP) therapy. Pharmacoeconomic evaluation of the treat-
ment carried out by the following methods: 1. Analysis of the
indicator «cost of disease» (COl-cost of iliness). 2. Indicator
«cost-effectiveness» 3. Indicator «minimize costs».

Results and Discussion: Patients with DN received
medication for a month, high-pitched tone bioresonant (HI-TOP)
therapy for 10-12 days, which is essential in reducing personal
time. It has been found that a treatment on the HI-TOP unit is
a cost-effective and recommend in the broad practice doctors
clinics.

HI-TOP Bioresonance therapy, normalizing regulatory
and metabolic processes in the tissues, leads to a significant
reduction intensity of a pain syndrome in patients with diabetic
neuropathy, and improves quality of life.

Conclusions. The use of alpha lipoic acid (Thiogamma,
Worwag Pharma, Germany) and benfotiamine (Milgamma com-
positum, Worwag Pharma, Germany) in patients with diabetes
extends pathogenetic therapy of diabetic neuropathy.

Key words: diabetes mellitus, diabetic neuropathy, high-
pitched tone therapy.

A.A. HYPBEKOBA, 3.C. JKAIIAPXAHOBA, M.I. OPA3I'AJIMEBA, A.O. CMAI'VJI, HA. MYKALLIOB
Kaszaxcruii nayuonansnuiii meouyunckuu ynueepcumem um. C.Jl. Acgpenousposa, . Anmamul, Kasaxcman

KJIAHUYECKHUE OCOBEHHOCTH MODY JJUABETA (0630p ;1uTeparypbi)

MoHoreHHbii caxapHbivi anabet, MODY guabeT, coctaBaseT 3-5% oT Bcex ciy4aeB caxapHoro avaberta. 3a nocnes-
HUe roAbl OTMEeYeH 3Ha4YnNTe IbHbIN ycriex B 06/1acTu U3y4eHnsi MOHOreHHoro amaberta. Hamertuics nporpecc B 1e4eHumn
onpegeneHHbix popm MODY anabeta. lNoka3aHo, 4To 60sbHbIe ¢ HNF4A (MODY1), HNF1A(MODY3), IPF1 (MODY4) moryt
ObITb yCreLIHO repeBeaeHbl C MHCYIMHOTEParnuu Ha Je4eHne rnpenaparamu cyab@OoHUIMOYEBUHBI. Jlnyam ¢ myTaumeri
B reHe HNF1B (MODY5) tpebyetcsi 3amecTuTesibHasl Tepanusi Kak 3H0reHHOM, Tak v 9K30reHHow GyHKunn. lNayneHTs
¢ mytaumneri GCK (MODY2) He TpebyioT ie4eHusl, 10CTaToO4HO COBN0AEHNS ANETLI U PUINYECKUX YIPaxXHEHWI. JaHHbI
TV owmnboYHO anarHocTupyetcs kak C 1 Tuna, n naymeHTam rnpoBOANTCS HEHYXHas NHCYIMHoTepanus. Takuv obpa-
30M, MPOBEAEHNE MOJIEKYJISIPHO-TE€HETUYECKOro NCCIe0BaHMS SIBJII@TCS BaXHOM 4aCTbio OKa3aHusi MoMoLLn 6OJIbHbIM C
MOHOreHHbimu popmamu CL.

KnioyeBbie cnoBa: MOHOreHHbIl caxapHoivi anabet, MODY anabert, myTauums.
HacTosLlee BpeEMS CTaNo O4EBUAHbLIM, YTO HE BCE
cnydau caxapHoro anabeta (CLl), passusatoLlerocs

B B MOJI0,0OM BO3pacTe, aBnsioTca guabetom 1 tmna.

Bceyalle y neteri 1 nogpoCcTKOB yaaeTcs naeHTnduumpoBaTb
MOHOreHHble dopmbl CA.

MEONUWHA, Ne1, 2014

B otnnumre ot CA, 1 1 2 TMNOB, ABNSIOLLMXCS MOJINTEHHBIMIN
dopmamm CLl, MoHoreHHbli MODY guabet — C/Ll, BbI3BaH-
HbIA MyTaunen ogHoro reHa. B saBucumMocTu oT mytaumm B
KOHKPETHOM reHe, BMOCUMHTE3 N Cekpeuust MHCyNnHa beTa-
KNeTKaMn MOXET UBMEHSATLCS Ha pasnnyHbix atanax [1].
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9HAOKPUHONIOIUA

Glucose |

GLUT-2

Secretory
granules

I0TCS BaXHbIMU B PA3BUTUM NOOXKENYA0YHON
xenesbl.

Kaxabli reHoT1n Npon3BoANT YHUKANbHbIN
deHoTun [12]. B BenukobputaHmn, Hopeerum,
fepmaHunKn, a Takke B HEKOTOPbIX a3naTCKnx
CTpaHax Hanbosiee 4acTo BCTpevaeTcs MyTaums
HNF1a (HNF1a; MODY3), coctaBnsis 6onee 60%
Bcex cnydaes MODY. MyTauumm B reHe roKOKN-
Ha3bl (MODY2) nmetoT HanbonbLUylo pacnpo-
CTpaHeHHOCTb B UTtanum n ®paHumn [13]. Ha
L0110 OCTasIbHbIX M3BECTHbIX FEHOB MPUXOANTCS
meHee 10%. Y 15% naupentoB ¢ MODY myTauum
He naeHTndnUMpoBaHbl 1 oTHeceHbl K MODYX.
HepaBHune nccnenoBaHns 3MEHUIN NOHMMA-
HMe MODY gnabeTta. Y naumeHToB, UMEOLUX
MyTaHTHble reHbl no MODY anabety, B 65% C/,
passuBasncs B Bo3pacTte go 25 netmne 100% — B
Bo3pacTe A0 50 neT. Tak xe 6b1710 06HAPYXEHO,

Insulin

PucyHok 1 — MaHkpeaTuueckas 6eta-kneTtka:

perynsums KoHueHTpaumun ritokosbl GLUT-2 tpaHcnopTtepamu, cuHtes ATMD,
genonspu3sauns membpaHbl MyTem 3aKpbITMs KanuesbiX KaHanos,

OTKPbITUE KanbLMeBbIX KaHaNoB, 3K30UUTO3 MHCYIMHA

OnabeT Tvna MODY (Maturity-onset diabetes of the
young, T.e. “caxapHblii oMabeT B3pOCNOro Tmna 'y monoae-
Xu1”) HacneayeTcs No ayTOCOMHO-AOMUHAHTHOMY TUMY C Bbl-
COKOW MEHETPAHTHOCTLIO U XapakTepm3yeTCs HapyLLUEeHVEM,
HO HE OTCYTCTBUEM CEKPELIMN UHCYIMHA NPU HOPMasbHOW
YYBCTBUTEJIBHOCTU K HEMY nepudepuryeckmnx TkaHen. K Ha-
CTOSLLEMY BPEMEHN N3BECTHO 11 reHOB, MyTauuK B KOTOPbIX
npmMBoaaT Kk pa3sutmio MODY.

Perynsiuusa cekpeuum nHcynuHa. KoHueHTpauus mio-
KO3bl B KPOBU AABNIIETCA OCHOBHbLIM pakTOpPOM, onpenensio-
LM CEKPEeLMIO MHCYNNHA 6eTa-kneTkamu. TpaHCNopT MIOKO-
3bl B 6€Ta-KNETKM OCYLLECTBNAETCH OE/KOM-TPAHCNOPTEPOM
GLUT-2. MNMocne BxoxAaeHns rnioko3bl B 6eTa-KkneTky npo-
ncxogut ee dochopunnpoBaHue nNpu yyactum depmeHTa
rNOKOKNHA3bl ¢ 0O6pa3oBaHneM riko30-6-dpocdara. anee
C NOMOLLbBIO MKrKonmn3a n uukna Kpebca B MUTOXOHAPUAX
cuHTesupyetca ATD. MoBbilleHne KOHLeHTpauun ATD
CNoCOBCTBYET 3aKPbITMIO YYBCTBUTENbHbIX KaNIMEBbLIX KaHa-
NI0B, Oenonapu3aummn KneToYHorm MmeMmbpaHbl U OTKPLITUIO
KanbLUMeBbIX KaHaNoB. MNocTynneHne kanbuust B 6eTa-kneTky
WHULMNPYET 9K30UMTO3 MHCYNNHA, KOTOPLIA CUHTE3MpPYeTCA
B 3HAOMIA3MaTUYECKOM CETU U XPAHUTCS B CEKPETOPHbIX
rpaHynax (puc.1).

MepBbii reH MODY (MyTaumsa reHa riniokoknHasbl) 6bin
naeHtTuonumposaH B 1992 r. K HacTosLeMy BpeMeHn N3BeCT-
HO 11 reHoB, MyTauMn B KOTOPbIX NPUBOAAT K padsuTuio MODY,
onucaHo 6onee 800 myTaumin B aTux reHax. K renam MODY
OTHOCSITCS FeH, Koampytowmii rmokokmnHady GCK (MODY 2),
5 ¢dakTopOoB TPaHCKPUNUUN (SOEPHbLIN GakTop renaToum-
T0B — HNF1a (MODY 3), HNF40 (MODY 1), PDX1 (MODY 4),
HNF1B (MODY 5)), ¢pakTop HeinporeHHom anddepeHLMPOBKN
1 NeuroD1 (MODY 6), 6enok-cynpeccop onyxonu KLF-11
(MODY 7), kapbokcunacpump nunasel CEL (MODY 8), dakTop
TpaHckpunumn PAX-4 (MODY 9), reH nHcynmHa (MODY 10),
reH TMpo3nHkuHasel (MODY 11) [3-11].

dakTopbl TPAHCKPUNUUN — 3TO 6ENKN, KOHTPONPYIO-
wme npouecc cuHteda MPHK Ha matpuuye OHK (TpaHc-
KPUnumio) NyTéM CBA3bIBAHUSA CO crneumduyHbIMUY y4acT-
kamun OHK. dakTopbl TpaHCKPUNLUUN HEOOXOANUMBI ANS
perynauum aKkcnpeccum reHos. Takmm o6pas3om, GpakTopbl
TpaHckpunuum — 310 rpynna 6enkoB, o6ecneymBaloLLmnX
MPOYTEHNE N NHTEPNPETALMIO FEHETUYECKON MHDOPMa-
umm. OHu ceasbiBaloT AHK 1 cnocobCTBYIOT MHULMALNMN
NPOrpamMmbl NOBbILLEHNS NAW NOHMXEHUS TPAHCKPUNLMN
reHa  MHULMWPYIOT NPOAYKLUMIO BENKOB, KOTOPbLIE ABAS-
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YTO NPW HAaCNeAOoBaHMM HE OOHOI0, @ IBYX FEHOB
¢ myTaumamum no MODY auabeTty (T.e. OT ABYX
poauteneit), 3abonesaHne uMeeT Taxenoe
TeyeHue, ngeHtnyHoe CA 1 tmna [14].

MaTodpunsmonormsa m KNMHUYECKne oco-
6eHHocT MODY auaGerta

MODY 3 (myTauuun reHa HNF1a) — Hanbonee pacnpocTtpa-
HeHHas ¢popma MODY anabeTa, xapakTepuyeTcs BblICOKOM
MEHETPaHTHOCTbIO U CPESHMM BO3PACTOM MaHMbecTauum B
Bo3pacte Ao 30 net [15]. HNF - 9710 apepHble 6enkum, aKe-
npeccupyeMsble B renatoumTax. OHu ObInnv XOPOLLO U3BECTHbI
Kak pakTopbl TPAHCKPUMLMM FEHOB, KOOVPYIOLLMX aNbOYMUH 1
Apo C3, HO ponb 3Tnx HGakTOPOB B MAHKPEaTUYeCKMX OCTPOB-
Kax 1 B noykax Obina HEM3BECTHA A0 HEeAABHErO BPEMEHM.
TpaHCKPUMLUMOHHBbIE DAKTOPbl PEryNNPYIOT aKTUBHOCTb re-
HOB, noA ynpasneHem HNF1o HaxoouTtcsa cnHTes dpepmeHTa
GnT-4a rnmko3unTtpaHcdepasbl. 3agadya aToro pepmMmeHTa
— MPUCOEANHEHNE YINEBOOHbBIX OCTATKOB K APYrum 6enkam.
Cpean 6enkoB-MuLLEHe rmmnko3unTpaHcdepasbl eCTb MNo-
BEPXHOCTHble MeMOpaHHble 6esiku, KOTOpble OTBEYAIOT 3a
«OTNIOB» MOJIEKYJT [JIIOKO3bl N UX TPAHCMOPT BHYTPb KJIETKN.
HapyleHve pyHkumm ¢akTopoB TPAHCKPUNUUY NPUBOANT K
CHUXEHUIO CUHTe3a depmeHTa, BCneactame 4ero 4YyBCTBu-
TENbHOCTb K [JII0KO3€ NajaeT y BCEX KETOK, B TOM YNCE Y
KNeTOK NOoAXeNnyno4HOM Xxenesbl. B ntore Ha noBbILEHHOE
cofepXXaHue MoKo3bl B KPOBU BeTa-KJIETKU HE pearnpylior,
XOTS! MHCYJIMHMPOM3BOAALLMIA annapart y HUX HE HAaPYLLEH.

HNF1a Takxe akcnpeccmpyeTcsl B rnovkax, No3aTomy y
6onbHbIX ¢ MODY3, kak npaBuno, HabngaeTcs HapyLlueHue
00paTHOro BCacbiBaHWS M1I0KO3bl, GOCHATOB M aMUHOKUCIOT
Hapsaay ¢ HapyLeHnem dyHKUMK 6eTa-kneTok. B HacTosLee
BpemMs obHapy>xeHo okono 100 myTaunii aToro ¢akrtopa B
pasnuyHbIX nonynsuusx. 3ta ¢opmMa NpeacTaBaeHa paHHen
rNIOKO3YypUEN 1 NOCTNPaHANANbHON rMneprinkeMmnen, Ko-
TOpas yCUIMBAETCS C TEYEHNEM BPEMEHU N3-3a2 CHMXKEHUS
cekpeummn nHeynuHa 6eta-knetkammn Ha 1-4% B rog [16]. MNo-
Ka3aHo, 4TO BO BpeMsl GEPEMEHHOCTM NAUMEHTbI HY>AAIOTCS B
Nle4eHne NHCYNNHOM s NPodUNakTUKM MakpoCoOMUKM Mioaa
[17]. Kpome TOro, nokasaHo, 4T0 CTPOrnin KOHTPOSIb IMUKEMUU
BO BpeMs 6epeMEeHHOCTU CHMXaeT BO3pacT MaHndecTaumm
MODY B notomctBe 60nee 4em Ha 10 net [18]. BO3HUKHO-
BEHME MUKPOCOCYANCTLIX (B HACTHOCTU, PETUHONATUN U He-
dponatmn) n MakpoCOCYANCTbIX OCIOXXHEHMIN CONOCTaBUMO
c anabetom 11 2 TMNOB, a TakXe 3aBUCUT OT NPOAOSIXNTENb-
HOCTW 1 KOHTpoONs anabeta [19, 20].

MODY 2 (MyTaumm reHa rokoknHasbl) 0ObIYHO BbI3bIBAET
rMneprankemMmio ¢ camoro poxagenusa [3, 21]. MokoknHa-
3a OTHOCUTCSA K depMeHTamM cemelncTBa rekcoknHas. OHa
KaTanuanpyeTt npouecc GochopnanpoBaHns roKo3o-6-
docdara, T.e. NepByio peakuuio MetTabonrama rmoko3bl, Npu-
BOZSLLYIO K 06pa3oBaHmio ATD yepes npouecchl rmvkonmsa. Y
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YenoBeKa reH MIOKOKMHA3bl PACMOJIOXKEH HA KOPOTKOM nieye
7 XPOMOCOMBbI 1 UMEET C/IOXHYIO CTPYKTYPY, BK/IOHAIOLLYIO
12 ak30HOB. K HacTosweMy BpeMeHn onncaHo 6onee 150
PasnnyHbIX MyTaLmii, GONBLUIMHCTBO U3 KOTOPbIX Pacnoso-
XEeHO B 7 1 8 3k30Hax. [MIOKOKMHa3a aKkCcnpeccupyeTca B
6eTa-KkneTkax, renaroumTax 1 B ONpeaeneHHbIX 30HaX KOCTEeN.
Jkcnpeccus KOAMPYIOLWErO €€ reHa KOHTPOIMPYeTCa ABYMS
cneundunyecknmm npoMmoTopamu. B otnmdmne ot opyrux rek-
COKMHAa3, MIOKOKNMHa3a UMeET HU3Koe CPOACTBO K M0KO3e
1 HE NHIMBMpyeTCs ee NPOAYKTOM — [MOK030-6-docdaTtom
[22]. Bnaropaps 3TMM yHUKanbHbIM CBOMCTBaM, CKOPOCTb
dochopmnnpoBaHna MIOKO3bl B KJIeTKax U renaroumTax
nponopuMoHanbHa KOHUEHTPauMn rmoko3bl. CHuxeHne
aKTVMBHOCTWN MYTaHTHOW MIOKOKMHAa3bl MOXET NPUBOANTL K
YMEHbLLEHWIO MPUTOKA [THOKO3bl B KIIETKM U MOBbILLEHUIO NMO-
pora KOHUEeHTpauumn roKOo3bl, CTUMYIVPYIOLLEN CEKPELMIO
nHcynuHa. CpaBHEHME CKOPOCTU CEKpeuun MHCYArHa npu
Pa3IMYHBIX KOHLLEHTPALMSX [IOKO3bl MOKa3aso, YTO CHUXe-
HUe CekpeLmm MHCYNnHa Npu AedekTe rMioKOKMHa3bl MOXET
pocturatb 60%. OgHako cneayeTt OTMETUTb, YTO OAHWN MyTa-
LMW NMPUBOAST K HE3HAYUTENBHOMY, @ APYrNe — K BblPa>KEHHO-
MY U3MEHEHUIO KaTanUTU4ECKOM akTUBHOCTN MIOKOKMHA3bI.
Kpome Toro, y 605bHbIX, eDULMTHBIX MO MIOKOKMHA3e, Ha-
O6n1042aN10Cb YMEHbLLEHME aKKYMYSLMM MIMKOreHa B NEYEHU U
yBENNYEHNE MHTEHCUBHOCTU MIOKOHEOreHes3a nocne npmema
NULLK, YTO TaKXe BHOCUJIIO CBOW BKNa, B NOCTNpaHananbHyo
rmnepravkemMuio y nuu, ctpagatowmx MODY2. Beneacteue
HapyLUeHWs NpeBpaLLeHns rMioko3bl B r10K030-6-docdar u,
cnepoBaTesibHO, YMEHbLUEHWS HYBCTBUTEIbLHOCTY K [TI0KO3E,
CeKkpeLms NHCYIMHA HaYMHAETCH ¢ 60iee BbICOKOro nopora
(ypoBeHb rMioKo3bl B KPOBM 6-8 MMonb/n). Pesynstatom
OAHHOrO HapyLleHns SABASIOTCS MsArkoe TevyeHne gmnabera,
OTCYTCTBME OCNOXHeHu CLl, B CBS3UN C 4EM HET Heobxoam-
MOCTM B caxapOoCHuxaioLen Tepanum [23].

B 1997 r. 6bin0 yctaHoBneHo, 4yto MODY 1 o6ycnosneH
MyTauUMsMU FreHa, KOAMPYIOLLEro SAepHbIn pakTop-4a rena-
ToumToB (HNF4a). 3TOT hakTOp OTHOCUTCH K HAACEMENCTBY
CTEPOULHBIX/TUPEOULHBIX PELENTOPOB N ABNSETCS pery-
natopom akcnpeccum HNF1a. MNMpegnonaratoT, 410 HNF4a
OKa3blBaeT ONoCpenoBaHHOE BAVAHNE Ha PYHKLMIO KNETOK,
N3MEHSAS 3KCNPECCUIO saepHoro ¢gakTopa-1 o renatounToB.
MODY 1 nposiBnsetcs Tak xe, kak MODY 3 (T.x. HNF-4a pery-
nmpyet akcnpeccuio HNF-1a), HO pa3BnBaeTcs CpaBHUTENb-
HO pexe, yem MODY 3 [24, 25].

MODY 4 (mytaums IPF-1) — HaumeHee n3ydeHHas Gop-
Ma BCNeacTBMe ee penkocTn, MaHudbecTmpyeT 00bl4HO B
6onee nosgHem Bo3pacTte — oT 17 no 60 net n ctapuwe. l'eH
dakTopa-1 perynaunm reHa npoMoTopa NHCYANHA, MyTauunm
KOTOpPOro nNpuBoasaT kK passutnio MODY 4, Takxe aBnseTcs
GakTOpPOM TPaAHCKPUMNLMKN, KOHTPOJMPYIOWNUM pa3BmuTue
NoAXeNya04YHOM Xenesbl U 3KCNPECCUIO KITIOHEBbLIX MEHOB,
KOHTpONMpyoLWmMx paboTy o-KNEeTOK, BK/OYas reH UHCYIn-
Ha. IPF-1 HeobXxoaMM Kak 4na pas3BUTUS NAHKPEeaTUyeCcKmx
OCTPOBKOB B 3MOPUOHANBHOM Nepunoae, Tak v N perynaumum
TKaHecneundn4HbIX reHOB SHAOKPUMHHOWM YaCTW NOLKENYA04 -
HOW Xenesbl Y B3POCHbIX (Takux, Kak FreH MHCYNMHA, TPaHC-
nopTepa roko3bl 2, MIOKOKMHA3bl, comatoctatmHa). IPF-1
B HOPME 3KCMPECCMpPyeTCs BO BCEX KNETKax NoAXe yA04HON
xenesbl y aMOproHa, 1 OTCYTCTBUE 3TOro 6esika y MblLLei
ocTaHaBnMBaeT aMOpPUOHaNbHOE Pa3BUTUE Xenesbl, 4TO
NPVBOAMT K MaHKPeaTN4eCKOMYy areHesy.

MODY 5 06ycnoBneH HapyLLUEHUSIMY reHa, KOAUPYIOLLErO
HNF1(3, KoTOpbIn perynmpyeT TPaHCKPUMNLUMOHHYIO aKTuB-
HOCTb 1 OYHKLIMOHNPYET Kak roMoauMep 1 reTepoanmMep.
ApepHbin dakTop-1 renaToumToB SKCNPEeCccupyeTcs B Noa-
XenynoyHoi xenese v nodkax. MODY 5 npeactaenseT cobo
ocobyio dopmy MODY ¢ conyTCTBYIOLIMM MONUKUCTO30M
no4ek n mo4enonosor mansdopmaumer [26]. CnekTp KNnHM-
YeCKMX NPU3HaKoB konebneTcs, nHoraa AOMUHUpYeT anabeT,
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SHAOKPUHONOINA

B APYrMX Ciy4asix — NOPOKN Pa3BUTUS MOYEMNOJIOBbLIX NyTEN
[27, 28, 29]. B otanyune ot gpyrux dopm MODY cyiecTtsyeT
BblCOKasi HaCTOTa CMOHTaHHbIX MyTauuii, YTO AenaeT ceMen-
HbIi aHAMHE3 HEHAAEXHbBIM; BO MHOMMX Clly4asix HEOOX0AMMO
neyeHve nHcynnHom [30].

OcTanbHble pegkne dopmbl MODY conpoBoXxaatoTcs
HapyLleHNIMN HA0KpUHHOM (MODY 6) [8, 31] 1 9K30KpWH-
Hor (MODY 7, 8 MODY, MODY 9) dyHKUMIA NoaXXeNnya04HHON
xenesbl [10, 32], unu BbI3bIBAIOT MyTaUMIO B FeHe UHCYMHA
(MODY 10) [33].

B HacTosiLee BpeMs BO MHOrnx naboparopusx BbInos-
HAETCH CEKBEHMPOBaAHME reHoB Hambonee YacTbix TUNOB
MODY, 1.e. HNF4A (MODY 1), GCK (MODY 2), HNF1A (MODY
3) nHNF1B (MODY 5), uto nomMoraeTt NnoATBEPANTb AMarHo3
MODY B 60/bLUNHCTBE Clly4aeB. TeM He MeHee, perynsipHo
BbISIBNAOTCA HOBble MyTauumn rena [34, 35], Takxe pacwu-
pseTcs cnekTp knmHundeckux nogrmnos MODY, nHorga 3Hauu-
TeNbHO nepekpbiBaloLLMxcs ¢ amadetom 1 1 2 Tmna. Noatomy
OblIM MCCNeaoBaHbl ApYrve xapakTepUCTUKN, oTanYaroLme
MODY o1 06oux pacnpocTpaHeHHbIXx TunoB CL, Takue kak
C-peakTtuBHbI 6enok (CPE), KOTOpbI Oka3ancs Huxke 'y 60b-
HbIx MODY 3 anabetom, 4yem y 3a0poBbIx Ntoaein (T.k. HNF-1
cnocobcTByeT akcnpeccun CPB [36]). Tak xe Benunka posb
MPT v KT B BbISBAEHUN U3BMEHEHNIN NOAXENYA0HHOM Xenesbl
(Hanpumep, padmepa NoaXenyaoyHOM Xenesbl, IMnoMaTosa,
durbposa u kanbumdukauum) npu MODY anabeTe.

MoHoreHHble dopmbl CL1 B KasaxcTaHe 40 CUX NOp He
auarHoctupyioTtcsa. Mexay TeM BbiiBNEHNE MOHOMEHHbIX
dopm C/, owumboYHO anarHoctTupyemolx kak CO 1 nnmn 2
TMna, AaeT BO3MOXHOCTb OCYLLECTBUTbL NepeBos, 60bHbIX
C MHOXECTBEHHbIX UHBbEKLUUI MHCYMHA Ha npueM Tabne-
TUPOBaHHbIX NpenapaToB CyNbGOHUIMOYEBUHBI B CBSI3UN C
BbICOKOW 4yBCTBUTENIbHOCTbIO AAHHbIX NALMEHTOB K 3TUM
npenapatam [17]. MoaToMy gna AOCTOBEPHOWN AMArHo-
CTUKM MOHOTreHHbIX dopm CLl noMMMO nccnenoBaHus co-
nepxaHusa C-nentnpa, MHCYNNHA, aHTUTEN K OCTPOBKOBbLIM
KneTkam NoaxKenyaoyHON Xeneabl He0OX0ANMMO BHeEOPEHNE
MOJIEKYJIIPHO-TEHETUYECKMX UCCNEA0BAHNI )15 BbISBIIEHUS
MyTaLWUN reHOB, OTBETCTBEHHbLIX 32 MOHOreHHble HGOpPMbI
caxapHoro anabera.
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MODY KAHT ANABETIHIH EPEKLUENIKTEPI (wony)

MoHoreHgik kaHT gnabetr, MODY gualert, »annbl KaHT
nunaberiHii 3-5% kypangbl. CoHFbl Xblngapbl OCbl MOHOTEHAIK
nunabeTTi Tekcepyae Ken XxeTicTiktep 6onabl. Kenbip MODY
aonabeTTiH emaey TacingepiHge xeTicTiktep 6ankangbl.
Haykactap mbiHa myTtauuameH xypce- HNF4A (MODY1),
HNF1A (MODY3), IPF1 (MODY4), NUHCYNWHHEH CKINbGOHWIT-
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MOYEBUHA NpenapaTTapMeH emaeyre aycTbippynybl XKakchbl
HoTWxue GepeTiHi aHbikTanabl. An erep myTtauns HNF1B
(MODY5) reHiHae 6onca, oHAaa 9K30reHAik XoHe 3HAoreHaik
PYHKUMSICbIH OpblH GacyLubl eM kongaHy kepek. GCK (MODY2)
TeK AneTamMeH xoHe u3unKanblK XenTblifymeH emaeneai. On
KO 1 Typi Aen Tepic anarHo36eH Kate MHCYNMHMEH emaenes,.
CoHbIMEH MonekynsapnblK-reHeTukanblk Tekcepy KI moHoreHaik
TYPIH AypbIC eMAey YLUiH KaXeT.

Heezizei ce30ep: moHozeHOik kaHm duabem, MODY dua-
bem, mymauyus.
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SHAOKPUHONOINA

Monogenic diabetes, MODYdiabetes, is constitute 3-5 %
of all diabetes cases. There has been some exciting progress
in recent years in the field of monogenic diabetes. Most
importantly we can tailor the treatment regimes to the specific
MODY subtype, for instance the patients with mutations in
HNF4A (MODY1), HNF1A (MODY3), IPF1 (MODY4) are usually
responsive to Sulfonylurea therapy and insulin therapy can be
discontinued. Individuals with abnormal HNF1B (MODY5) may
require replacement of both endocrine and exocrine pancreas
function. On the other hand patients with mutations in GCK
(MODY2) can be managed with diet and exercise alone.
GCK can be misdiagnosed as Type 1 diabetes may lead to
unnecessary treatment with insulin. That makes molecular
genetic diagnosis an important part of care of patients with
MODY diabetes.

Key words: monogenic diabetes, MODY diabetes,
mutation.

CTOMATOJ10rnq

MMPOBJIEMbI PAHHEM ITIOTEPU BPEMEHHBIX 3YBOB VY JIETEN

PaccmoTpeHbl pe3ynbTaTebl ndydeHus rnpobsieMs notepu 3y60oB y AeTeli paHblue pU3noI0rnieckmx CPOKOB UX CMEHbI.
lNpuvBeAeHbI OCHOBHbIE MPUYNHBI PAHHE T0Tepy BPeMeHHbIX 3y60B. OnncaHbl Hanbo1ee YacTble OC/I0XHEHUS N0C/Ie PaAHHEro

yaaneHus: 3y6oB y AeTe.

KnioyeBsbie cnoBa: ey, 3y6bl, PaHHsIs1 MOTEPSI, OC/IOXKHEHUS], MPOPUIaKkTuKa.

aHHee Gn3n4eckoe pasBuTUE OETEN NPUBOAUT U

K PaHHEMY MpPope3bIBaHMIO Kak BPEMEHHBbIX, Tak U

NMOCTOSIHHbIX 3y60B, 3MaJsib KOTOPbIX «HE YyCNeBaeT»
MOSIHOCTbIO HACBITUTBCS MAkpo- U MUKPO3JIEMEHTAMMU,
1 nocne npopesabiBaHMsa 3ybObl, HaxoAaWMecs Ha cTagum
CTPYKTYPHO-PYHKUMOHANbHOM HE3PENOCTU, YacTo Noa-
BEPXEHbl arpeCCUBHOMY BO3AENCTBMIO MHOXECTBA Kapue-
COreHHbIX pakTopoB.

O6Lwenpu3HaHHbIM B pasBUTUM Kaprecay oetein paHHe-
ro BO3pacTa fABASIOTCS HapYLUEHWE NPAaBUIbHOIO NUTAHUSA
(yrnesoaHbin dakTop); dmnamonornyeckas runoMmHepanm-
3aums TBepAbIX TKaHE BDEMEHHbIX 3y60B BCNeACTBME HE3A-
KOHYEHHbIX MPOLLECCOB CO3PEBAHNSA 9MaNU; HENONHOLEHHAs
CTPYKTypa TBepAbIX TKaHel BpEMEHHbIX 3y60B (CMCTEMHas
rmnonnasns amManun); CHUXKEHNE PEaKTUBHOCTU OpraHn3ma
pebeHka (Hanmune obLiecomaTmyeckol natonoruu) [1].

Llenb HacTosaLWwmMx nccnenoBaHnini — ndyveHne npobnem
paHHer noTepu BPEMEHHbIX 3yOOB N UX BO3MOXHbIX MO-
cneancTeun.

MaTtepunan n metoabl

PaboTta Benacb B TepaneBTUYECKOM, XMPYPrMYECKOM U
OPTOAOHTUYECKOM OTAENEHUSAX AETCKOW CTOMAaTOoNormye-
CKON NOAVKIVHKWKK TI. Tapas.

Mbl Benu HabntoaeHve 3a 19 aeTtbMun, y KOTOPbIX ObIO
OTMEY€eHO B BO3pacTe OoT 7 40 12 neT paHHee yaaneHue spe-
MEHHbIX MOJIIPOB BBMAY HEBO3MOXHOCTU UX COXPaHEHUS.
Bcem 1M Oblnn faHbl HACTOMYMBBLIE PEKOMEHAALMN O NPO-
TE31POBaAHUU C LLENbIO BOCCTAHOBIIEHMS 06pa30BaBLLErocs
nedekTa. KopToOAoHTY SBUANCHE NNLLL 2 NALMEHTA, KOTOPbLIM
OblIN N3roTOBNEHBI CbEMHbIE MIACTUHKN, BOCCTAHABAMBAIO-
wue 3ybHom psag. OcTtanbHble 17 peteit yepesd 10-12 net
nocJe COBEPLUEHHOrO yaaneHus 6binum Bbi3BaHbl H2 OCMOTP.
Mpn 3TOM HamMK y 8 U3 HUX BbISIBNEHO NO34HEE NPOPE3bIBA-
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HUE NPEMONAPOB, Y 9 0TMeYEeHbl HapyLLEeHMs NpuKyca 3y0oB
B BMAE NMPOreHnyYeckoro u rnybokoro nporHaTn4yeckoro.

Pe3ynbTaTtbl CCNEeaO0BaHUMN

He3penocTb BpeMeHHbIX 3y60B ManeHbKUx AeTel Bbl-
paxaeTcs He TOJIbKO B 0OCOBEHHOCTAX CTPYKTYpbl aManu,
nocne Npope3biBaHUs B Te4eHue 2-3 neT npoucxoguTt
dopmMmnpoBaHme KopHel 3y6oB. MNMeprop Gr3nonormieckoro
CcO3peBaHns (MMHepanusaunmn) amann MOXeT 3aHUMaTb OT
2 0o 5 net, 1 Ha NPOTSAXEHUM BCEro Nepruoaa MMHepanbHoO-
ro co3peBaHus (0cobeHHO B TeYEHME NeEPBOro roga nocne
npopes3biBaHns) 3ybbl pebeHka HyxaalTcs B 6epexHoMm
n adbdekTnBHOM yxoae. HakonneHne Ha NOBEepPXHOCTU 3y-
60B MArkoro 6akTtepuanbHOro Haneta MellaeT NnpoLeccy
dU3N0NOrN4ecKOoro CO3peBaHNS amanm BpEMEHHbIX 3y00B,
Tak Kak NpenaTcTByeT NOCTYMAEHMIO N3 CNIOHbI Makpo- 1
MWKPO3JIEMEHTOB. KpOMe TOro, MMKpOOpraHnambl 3y6HOro
HaneTa aBNnAaTCA KJTII0YEBLIM 3TUONOITMY€CKNM CbaKTOpOM B
pPasBMTUN KAPUO3HOro npouecca.

OCHOBHbBIM 3TMONOrMYECKUM HaKTOPOM B BOSHUKHOBEHUM
paHHEro Kkapueca y geTemn, Tak Xe Kak 1y B3pOCSbIX, BJIs-
eTCs Hannyme B N0NOCTN pTa KAPNECOreHHOM MUKPODNOPSI.
Camoli pacnpoCTPaHEHHOM MPUYMHOM PAHHETO NOPAXEHUS
KapuecoMm BpeMeHHbIX 3yO0B sBsieTCcs ynoTpebeHue yrne-
BOAOB (Cnagkoe NMTbe) B HOYHOE BpeEMS. ITO NOATBEPXAA-
eTCs M HaWrMmM aaHHbIMn — Yy 92% aeTten 9Toro Bo3pacTta ¢
Kapunecom, 06paTI/IBLUl/IXCF| B Hally KINHUKY, OblN BbiSIBJIEH
HOYHOW COH C OYThbINIOYKOWN, HANOSIHEHHOM NOACALLEHHbIM
MOJIOKOM, MOJIOYHbIMU NpOoAYyKTaMn, COKkaMn, KOMNoTamMn n
OPYTUMU XXNAKOCTAMMN.

HeratneHOe BAUsSiHME KapuecoreHHbix GakTopoB yCy-
rybnsietcs KkpamHe HU3KMM YPOBHEM FMIMEHbl NONOCTU pTa
y 60nbLUIONM YaCTM HaceNeHus Hawel cTpaHbl, 0COHBEHHO
B JETCKOM Bo3pacTe. Ycyrybnawowmm ¢akTopom, Heco-
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