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OBI'PYHTYBAHHA. Llykposuii aiabet (LLO) 3pinoro Biky B Monoanx (MODY) € HaiinowmpeHiwow hopMoK MOHOreH-
Horo aiabeTy, ska 3a3BMYai AiarHocTyeTbes y Bili Ao 30 pokiB y MaLieHTIB 6€3 0XMPiHHA i3 ciMeliHUMM aHamHe3oM L.
MODY tpannseTbcs goBoni piako nopisHaHo i3 LU 1 1a 2 TMNiB: 38 AaHUMM Pi3HMUX NiTEPATYPHUX AKEPEN, Ha HbOro CTPAXKAAE
mmwe 1-2 % nopei i3 piabetom. OaHak, ockinbku nowmpeHicts MODY HeBucoKa, Nikapi-KNiHILMCTU MOXYTb MOMUIKOBO Aiar-
HocTyBaTu Woro sk LI 1 a6o 2 tmny, Wwo 1 BiabyBaeTbcs B HinbliocTi BUNaaKie. Ha BiaMiHy Big xBopux Ha LA 1 Tuny nauieHTu
3 MODY matoTb 36epexxeHy QyHKLi0 B-KNiTUH NiALWIYHKOBOI 3a103M, TOMY 34€e6inbLIoro K NiKkyBaHHS AOCTaTHIMW BTPYYaHHAMM
MOXyTb 6yTWM MoamdikaLig cnocoby XuTTa B KOMOiHALIi 3 LYyKPO3HUXKYBA/IbHOK Tepani€to, KOTpa NOAEKONIN MOXE BK/IOYATU
iHCYniH.

META. 3a 1oNoMOroto nitepaTtypHUX Oxepen 03HanoOMUTUCA 3 Knacudikali€t, KNiHIYHUMU NPOSIBaMM, aCNeKTaMM NiKyBaHHS
Ta NpOrHO30M 0CHOBHUX dopm MODY-piabery.

MATEPIAJIN TA METOOWU. O6¢ekT - MODY-giabeT sk opdaHHa xBopoba. MeTop, LOCNiMKEHHS — OMNIsA, NiTePAaTypHUX IKepen.
PE3YJIbTATWU. MODY HaiyacTilue € aBTOCOMHO-A,0MiHaHTHOK XBOPOOOIO Ta MOAINAETbCA Ha miaTunum (ia MODY1 no MODY14)
Ha MiacTaBi reHeTMYHOI MyTauii. HanyacTiwe Tpanngotbca nigtunu 1-3, Ha HUX npunagae 95 % sunagkis. JlikyBaHHS 3a3BMYait
nepenbavac piety, Pi3anyHy aKTMBHICTb | MOAEKON MPU3HAYEHHS IHCYNiHY B0 NepopanbHUX LYKPO3HUXKYBANbHMUX NpenapaTiB.
3aranom nporHo3 Moxe 6yt AOCUTb CNPUATAIMBUM 33 YMOBM KOMMNEHCALLii BYrNeBOAHOIO OOMiHY.

BUCHOBKW. MODY-aiabeT - ue cknafHa, reHeTUYHO 3yMOB/IEHa MaTooris, a pO3yMiHHSA 0COBNMBOCTEN L€l XBOpobM,
il AiarHOCTUKM 11 NiKyBaHHS MA€E BeMKE 3HAYEHHSN ANS NALIEHTIB Ta iXHiX ciMeli. PO3BUTOK Cy4aCHMX METOAIB NliKyBaHHS 1 MO-
HITOPUHTY INIOKO3M, AIK-OT IHCYNiHOBI MOMMMU, LiN0f000BUIA MOHITOPUHT FNiKeMii Ta iHLWi TEXHOMOTii, MOXe NOMIMWKUTMA NPOrHo3
ana nauieHtis i3 MODY. KoxeH nauieHT i3 MODY-giabetom Mae iHaMBiAyanbHi 0COBAMBOCTI, LLO HaKNafa€e BiadbUTOK Ha npor-
HO3 XBOpPO6M Ta MiAXOAM A0 NiKyBaHHS. [010BHOK METOK € MiATPMMKA HOPMAaNbHOrO PiBHS MHOKO3M B KPOBI, OO YHUKHYTU
YCKNaHeHb.

KJ/1IHOYO0BI CJZI0BA: uykposuii giabet, MODY, MoHOreHHMI fiabeT, MikpobioMm, AiarHOCTMKA, NiKyBaHHSI.
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BACKGROUND. Maturity-onset diabetes of the young (MODY) is the most common form of monogenic diabetes, usually
diagnosed before the age of 30 years in non-obese patients with a family history of diabetes mellitus (DM). MODY is relatively
rare compared to type 1 and type 2 DM, with various literature estimates affecting only 1-2 % of people with diabetes,
but because it is rare, clinicians may misdiagnose it as type 1 or type 2 DM, which happens in most cases. Unlike type 1
DM patients, patients with MODY have preserved pancreatic 3-cell function, so lifestyle modification in combination with
glucose-lowering therapy, which in some cases may include insulin, may be sufficient interventions as treatment.
OBJECTIVE. With the help of literary sources, familiarize yourself with the classification, clinical manifestations, aspects
of treatment and prognosis of the main forms of MODY diabetes.
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MATERIALS AND METHODS. Object: MODY diabetes as an orphan disease. Research method: a review of literary sources.
RESULTS. MODY is most often an autosomal dominant disease and is divided into subtypes (MODY1 to MODY14) based
on genetic mutation. Subtypes 1-3 are the most common, accounting for 95 % of cases. Treatment usually includes diet,
exercise, and, in some cases, insulin or oral hypoglycemic drugs. In general, the prognosis can be quite favorable, provided

that carbohydrate metabolism is compensated.

CONCLUSIONS. MODY diabetes is a complex genetically determined pathology, and understanding the features
of this disease, diagnosis and treatment are of great importance for patients and their families. The development of modern
methods of treatment and monitoring of glucose, such as insulin pumps, 24-hour glycemic monitoring and other technologies,
may improve the prognosis for patients with MODY. Each patient with MODY diabetes has individual characteristics, which
leaves an imprint on the prognosis of the disease and approaches to treatment. The main goal is to maintain a normal level

of glucose in the blood to avoid complications.

KEY WORDS: diabetes, MODY, monogenic diabetes, microbiome, diagnosis, treatment.

Beryn

TepmiH MODY Bnepuwe 3actocyBanu 1974 poky Tattersall
i Fajans, onucaBwu ioro gk aiabet 3pinoro Biky B MONoAMX
(Maturity-Onset Diabetes of the Young) [21], anxe us xBo-
poba npoaBnseTbca nepeBaxHo Ao 30 pokie. MODY € Haii-
NoOLWMpEHILOo GOPMOK MOHOTEHHOro AiabeTy 3 aBTOCOMHO-
LOMIHAHTHUMM TUMOM yCMafKyBaHHS. BiH nogingerbca Ha nia-
™nu (Big, MODY1 po MODY14) Ha nigcTaBi reHeTUYHOI My-
Tauii; Ha nigtunu 1-3 npunagae 95 % sunapkis. MODY vacto
MOMUAKOBO AiarHOCTYIOTb K LykpoBui aiabet (UA) 1 abo
2 Tuny. Moro cnig 3anifo3puTi B nawieHTiB 63 0XMpiHHS, KOTpi
MatoTb Aiaber, AiarHOCTOBaHMI y MONOAOMY BiLi (Monoawe
30 pokiB), i cimerHunit aHamHes LL[. Ha BiaMiHy Big XBOopuxX Ha
LA 1 Tuny nauientn 3 MODY MatoTb 36epexeHy @yHKLuito B-
KNITUH NiALWAYHKOBOI 3ai1031 Yepes 3-5 pokiB Micns BCTaHOB-
NEHHS AiarHo3y, Npo wo ceigyaTh piBHi C-nentuay 3 piBHeM
MIOKO3M B CMPOBATLL KPOBI MOHaA 8 MMonb/n i BiACYTHICTb
nabopaTopHMX A0Ka3iB NopyweHHS QYHKLUIT NigWNyHKO-
BOi 3a103M (B-KNiTUHHMI aBTOiMYHiTeT). MauieHTn 3 MODY1
i MODY3 MatoTb NporpecuBHy rinepriikeMit Ta 4acToTy cy-
OUHHUX YCKNagHeHb, NoAibHi Ao Taknx y nauienTis i3 L1
1 1a 2 Tvnie. Moaundikauia cnocoby XUTTS, BKIKOYAOYM Oi€TY
3i 3MEHLUEHHAM NIerko3acBoOBaHNX BYINEBOLIB, Mae byTH nep-
WOt NiHiero nikyBaHHs MODY1 i MODY3. BariTHMM naujieHTkam
i3 MODY MoxyTb 3HafobuTMCS iHCyniHOTEpanis Ta 40AATKOBUIA
MOHITOPUHT NN0AA Ha MaKPOCOMito.

[liarHocTvKa Ta po3yMiHHS LbOrO CUHAPOMY € BaXJ/IUBUMMU
[nd Toro, wob 3HaTH, KOMY NPOBOAMTU TeCTyBaHHSA. Lia xBopoba
TakKoX Ma€ HacniaKu Ans NaLlieHTIB Ta iXHIX POAMH, 3BaXKatoum
Ha aBTOCOMHO-AOMiHaHTHe YCMafAKyBaHHS I Te, WO MNeBHi re-
HEeTUYHI NiATMNU NO-pi3HOMY pearylTb Ha NiKyBaHHS, MakoTb
Pi3HWUI piBEHb YCKNAAHEHD, a AesKi MiATUNM MakoTb eKcTpanaH-
KpeaTWyHi aHoManii, NoBA3aHi 3 HUPKAMM, NEYIHKOK, KMLLKIB-
HukoMm Towo [1, 3-5,11,14,17,23].

AHani3 nitepaTypHuX AaHUX

Bnnue reHeTUUYHMX YUHHUMKIB BiZirpa€e KYOBY posb Y poO3-
BUTKY Pi3HUX XxBOp06. OAHI€I 3 TAKMX FTEHETUYHO 3YMOB/IEHMX
natonorii € MODY-niabeT, akuit € piakicHoto dopmoto L.
MODY cnpuymHeHuit pedeKktaMmu po3BUTKY OCTPIBLIEBUX KTITUH
MiALTYHKOBOI 3a/103M, LLLO NOPYLUYE CEKPELLit0 iHCYNiHY. 3a3BK-
Yai BiH yCNaLKOBYETHCS 33 aBTOCOMHO-AOMIHAaHTHUM TUMOM,
i MaLieHTM MalTb reTepo3nroTHi MyTauii. [leHeTpaHTHICTb

DOI:10.32902/2663-0338-2024-2-32-37

INFUSION & CHEMOTHERAPY

i eKCNPecmMBHICTb MOXYTb CU/BbHO BifpPi3HATUCA HABITb cepen
YneHiB poAuHKU, 3 GEHOTMN 3HAYHOK MIpOK 3aNnexuTb
Bif 3anyyeHoro reHa [20]. Tenn MODY BnnunBatoTh Ha cekpeLiio
iHCyniHy Yepe3 NopyLeHHs YyTAMBOCTI [0 iHCyNiHy, MeTabo-
Ni3My II0KO3M B B-KNiTMHAxX abo akTUBALLii 3aNeXHuX Bif, afe-
HO3UHTpUPOChaTy KanieBMx KkaHanis. Y Lin CTaTTi po3rnsaHemMo
MODY-giabeT sk opdaHHy NaTonorito, BUCBITIMMO MOro OCHOBHI
XapaKTePUCTUKK, [iarHOCTUKY, liKyBaHHS Ta nporHos [1, 3-5,
11,14,17,23].

MODY-gia6et: noHaTTa i icTopis

MODY - ue rpyna reHeTM4YHO 3ymoBneHux ¢dopm L,
SKi CNpuYMHeHi gedeKkTamu B reHax, LWo KOHTPOMTL poboTy
B-kniTvH NigwnyHKoBoi 3ano3u. BiH AicTaB cBoo Ha3By yepes
KNiHIYHMI NPOSB Y paHHbOMY BiLli Ta NOBiINbHUI Nepebir.

IcTopis pocnigxenHs MODY

BuBuenHs MODY-piabeTy po3noyanocs B cepenuHi
XX cToniTTa, KOnM Byno BMSBNEHO CNALKOBWUIA XapakTep L€l
natonorii. Mepwwi Bunagok MODY onucaHo 1950 poky, BiaToni
6yno ifLeHTMdIKOBaHO NOHAA AECSTOK reHeTUUYHWUX MyTaLii,
AKi cnpuunHaoTe MODY-giabert.

Knacudikauis Ta renetuka MODY
Tunn MODY-giabety
MODY-giabeT knacudikyeTbCs Ha AEKiNbKA TUMIB 3aNeXHO

Bifl reHETUYHMX MYTALLIR, LLO NexaTb B MOro oCHOBI. [lo Hakno-

LUIMpeHiLmX TvniB BigHocsaTb MODY1, MODY2, MODY3 ta MODY4.
MODY1 (HNF4A-MODY). CnpuunHeHun MyTauismu

reHa HNF4A (reH renatouuTapHoro saepHoro dakropa-4o),

akui kopye 6inok HNF4A. Lleit 6inok Bifirpae knw4yoBy
ponb y perynauii reHis, HeobXxifAHUX Ang dyHKUiT B-KNiTUH

NiALWAYHKOBOI 3371031 Ta NPOAYKLIT IHCYAiHY.
Xapaktepuctuku MODY1:

e nepefyvyacHWM BiK MOYATKYy 3aXBOPIOBAHHS, 3a3BUYaAM
y AuTa4omy abo nianiTkoBoMy BiLlj;

e CTyNiHb rinepraikemii - Big nNerkoro 4o noMipHoro;

e 3a3BWYaN He NoTpebye iHCyniHOTepanii, iHWi TepaneBTUYHI Me-
TOOM MOXYTb BK/IHOUATH LIETY Ta NpOTUAiabeTUyHi npenapaTty.
MODY?2 (Glucokinase-MODY). 3ymoBneHuit MyTaLisiM1 reHa

GCK, akunit kopye GpepMeHT rIOKOoKiHa3y. [NoKoKiHa3a Bigirpae

BX/IMBY PONb Y PEryNOBAHHI MMiKeMii, BU3Ha4aoum YyTamBIiCTb

B-KNITUH A0 FNIOKO3M.
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Xapaktepuctnkn MODY2:

e 3a3BMYal Nerka rinepraikemis;

*  CMMNTOMW MOXYTb BYT NOMIPHO BMpPaxeHi abo BiACYTHI;

e JiKyBaHHS MOXe BK/IOYATM TiNbKK Ai€ToTEpanito # obme-
YKEHHS LyKpY.

MODY3 (HNF1A-MODY). CnpuunHeHuit MyTaLigMuK reHa
HNF1A, akuit kogye 6inok HNF1A (renatouutapHuii saepHuii
dakTop-1a). Ller 6inok BniMBae Ha poboTy B-KNiTUH NigLwyH-
KOBOI 321031 Ta Perynio€e CEKPeL,ito iHCYiHY.

Xapaktepuctukn MODY3:

e 3a3BMYall PO3BMBAETLCS B AUTUHCTBI a0 MiAniTKOBOMY BiLli;

e HasiBHIi rinepraikeMis M iHCyNniHOPe3UCTEeHTHICTb;

e  MALIEHTM MOXYTb MOTPebyBaTH iHCYNiHOTepanii, 060B3K0-
BMM MPaBWUIOM € OOTPUMAHHS LIETU 1 OOMEXEHHS LyKpy
[6,8-10,13,15,16, 21, 26, 27].

MODY4 (IPF1-MODY). 3ymoBnenunin mytauisamm reHa IPF1
(reH iHcyniHoBOro npoMoTopHoOro dakropa-1), akuit koaye
6inok IPF1. Llei 6inok € BaxnAuBMM ang perynauii cekpeduii
IHCYNiHY W iHWKMX haKTOPIiB Y MiAWAYHKOBIH 3a103i.

Xapaktepuctnkn MODY4:

e nopiBHAHO 3 dopmamm MODY1, MODY2, MODY3 tpanns-
€TbCA piALWe B KNiHIYHI NpakTuui;

e BiK N0OYaTKy 3aXBOPIOBAHHS MOXe BapitoBaTH;

e HasiBHIi rinepraikeMisi Ta NopyLeHHs poboTu B-KNiTuH;

e JiKyBaHHS MOXe BK/IOYATM iHCYNiHOTEpanito Ta AieTy.
KoxeH i3 umx nigtunie MODY Ma€ cBOi yHiKanbHi xapak-

TEPUCTUKM, ane CNiNbHUMU B HUX € TeHETMYHA OCHOBA Ta CMaj-

KoBwi xapakTep. [liarHocTtuka 1 nikyBaHHs MODY notpebytotb

iHOMBILYaNbHOIO NiAX04Y, TOMY BaX/IMBO NPOBOAUTU FreHETUYHE

Ta KNiHiYHEe 0OCTeXEHHS AN TOYHOIO BU3HAYeHHS Tuny MODY

Ta po3pobneHHs nnaHy NikyBaHHSA ANS KOHKPETHOro naLieHTa

[1,3-7,11,13-17,21, 23, 27].

KniHiyHa kapTuHa Ta cumntrommu MODY

Cumntomn MODY-giabety

MODY moxe nposiBnSTMCS Pi3HUMKU CUMNTOMAMU, OCHOB-
HUM 3 gKKX € rinepraikeMis. CUMNTOMU MOXYTb BYTU NOAIOHI
n,0 Takmx iHwmx ¢popm LJ: yacTe cevyoBupineHHs, cnpara,
CWUIbHa BTOMA, BUPAXKeHa 3arafbHa c1abKicTb TOLLO.

OiarHoctnuka MODY-giabety

LiarHoctnuka MODY nepenbavae reHeTUYHe TECTYBaHHS,
Wo6 BUSABUTU KOHKPETHY FrEHETUYHY MYTaLit0, IKa MPU3BOAUTb
[10 3axBOpPtoBaHHA. KpiM TOro, nikapi MOXyTb BUKOPUCTOBYBATH
KNiHIYHI O3HaKM Ta CiMEMHWI aHaMHe3 AN NiATBEepOXKEHHS
niarHosy. [liarHoctuka MODY € BaxIMBUM i CKNagHWM 3aBAaH-
HSIM, OCKinbkyM U dopMa LU BiApi3HAETbCS BiA, iHWMX | noTpe-
6ye cneundivyHOro nikyBaHHs Ta Niaxoay.

CimeliHuli aHamHe3. Tlepwuit Kpok y aiarHoctuui MODY -
36ip petanbHoro cimeltHoro aHamMHesy. MODY 3a3Buuaii cnag-
KOBWI i MOXeE BUSBNSTUCA B AEKINbKOX NOKONiIHHAX. OTXe, nikap
3BepTaE yBary Ha BUMNaaku Aiabety B pofMHi Ta Bik noyatky
XBOPOOMU.

leHemuyHe mecmysaHHs. OiarHo3 MODY moxe 6yt nig-
TBEPAXKEHWUI 33 LOMOMOrO FeHeTUYHOro TeCTyBaHHS. BiH
BKJIHOYAE aHaNi3 reHiB, NOBA3aHMUX i3 pisHuMu nigtunamm MODY,
ak-oT HNF1A, GCK, HNF4A, IPF1 Ta iH. Llen TecT gonomarae
iLeHTUdiKyBaTU KOHKPETHY FreHeTUYHY MyTaLito, Lo MpU3BO-
antb o MODY.

KniHiyHi o3Haku. MODY Moxe Matu cneuudiyHi kni-
HiYHi 03HaKM, 9K-OT HU3bKUM IHAEKC Macu Tina, HOpManbHUM
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abo Malke HOpManbHUI piBEHb IHCYNiHY B KPOBi Mpu Aaiar-
HocTuui 1 nabinbHilwmi nepebir xsopobu nopisHaHo 3 L, 1
Ta 2 TMniB.

CnocmepexeHHs ma Kopekuisi nikysaHHs. Jlikap Moxe BCTa-
HOBWUTM nonepenHin aiarHo3 MODY Ha migctaBi KNiHiYHMX
i TEHETUYHUX AAHMX, @ NOTIM NigdupaTh pisHi MeToam Niky-
BAHH$ Nif KOHTPONEM MOKA3HMKIB rNiKeMii.

IHOugidyaneHuli nioxid. iarHoctuka MODY moxe 6yTu
CKNAAHOL0, OCKINIbKM iICHYE KiNbKa Pi3HUX MiATUNIB i3 PiSHUMM
reHeTMYHUMM MyTauiaMu. [HauBIiAyanbHUI Niaxif i cneuia-
Ni30BaHa reHeTMYHa KOHCY/NbTaLisi MOXYTb 6YTM KOPUCHUMMU
[LNS TOYHOTO BM3HayeHHs nigtuny MODY Ta Bubopy ontumans-
Horo nikyBaHHg [1, 3-7,11,13-17, 21, 23, 27].

JNikyBaHHs MODY-giabety

NikyBaHHa MODY 3a3Buyait nepenbayvae piety, disnuHy
AKTUBHICTb | MOAEKONU NMPU3HAYEHHS IHCYNiHY abo nepopanb-
HUX LyKPO3HWXYBaNbHUX NpenapariB. JlikyBaHHS NiabUpaeTbCs
iHOMBIAyanbHO 3anexHo Big TMny MODY Ta cynyTHbOi natonorii
[1,3-6,11,13-17,21,23,27].

OcHoBHi acnekTu nikysaHHs MODY1

JlikysanHa MODY1, sk 1 iHwnx dopm MODY, notpebye
iHAMBIAYyanbHOTO NiAXOA4Y Ta cnewianisoBaHoi MeaMyHOI
ekcneptnsn. MODY1 cnpuunHenuit mytauiamm B reHi HNF4A,
KW BNAUBAE Ha pobOTY B-KNIiTUH Y NiALLNYHKOBIM 3a103i.

linoenikemiyHi npenapamu. NikyBaHHs MODY1 moxe Bk/to-
YaTu MpU3HAYEHHS LYKPO3HWXKYBaNbHUX Mpenapartis, cepes
AKUX THCYNiH.

MoHimopuHe enikeMmii. BaxxnuBUM acnekToM NiKyBaHHS
MODY1 € perynsipHuit MOHITOPUHT pPiBHS FHOKO3M B KPOBI.
Lle ponomarae BM3HauMTM eDeKTUBHICTb NiKyBaHHS, BY4aCHO
KoperyBaTu [03y npenapartiB i 3a notpebu iHTeHCUbikyBaTH
LYKPO3HWKYBaNIbHY Tepanito.

XapyysaHHs ma @i3u4yHa akmueHicMs. 340POBMIA CNOCI6
XUTTS, 36anaHcoBaHa Aieta M QiznyHa aKTUBHICTb MOXYTb
[OMNOMOITU MOKPALLUTU KOHTPOb MiKeMii.

IHOugidyaneHul nidxid. JlikysaHHa MODY1 noTtpebye
iHAMBIAYaNbHOIO NiAXOAY, ANS LbOro BAaXK/IMBUM € BPaXyBaHHS
XapaKTEPUCTUK KOHKPETHOTrO MaLieHTa Ta MyTauii reHa HNF4A
N9 BCTAHOB/IEHHS ONTUMaNbHOI CTpaTerii NiKyBaHHS.

leHemuyHa koHcynsmay,is. NMauieHT 3 MODY1 MoxyTb cko-
pUCTaTMUCA FEHETUYHO KOHCY/bTALLIEID AN BUSHAUYEHHS reHe-
TUYHUX 0COBNMBOCTEN IXHbOI XBOPOOM Ta CMaLkOBOrO PU3UKY
ONS IHWKX YNEHIB POAMHM.

MoHimopuHe ycknadHeHs. MauieHTn 3 MODY1 MatoTb pery-
NSIPHO MPOXOAUTU MELMYHI YeKanu AN BUSBNEHHS MOXIIUBUX
YCKNagHeHb, 9K-0T AiabeTnyHa Heviponaris, giabeTnyHa peTtu-
Honartis Towpo [1, 3-6,11,13-17, 21, 23, 27].

OcHoBHi acnekTtu nikyBaHHs MODY2

JlikyBaHHa MODY2, Takox Bigomoro sik Glucokinase-MODY
abo GCK-MODY, Moxe BkOYATU Pi3Hi NiAX0AM, OCKiINbKK
us dopma aiabeTy 3a3BMyait Mae nabinbHiWMi nepebir nopis-
HSIHO 3 iHWKUMKM TMNamm L.

MoHrimopune enikemii. Mytauis reHa GCK BnavBaE Ha piBeHb
IMIOKO3M B KPOBI, Yepes Lo NaLi€EHTU MOXYTb MaTH CTabinbHO
NiABULLEHWUIA piBEHb IMOKO3M 6€3 CMMMNTOMIB Big4vyTTa rinep-
rnikeMii. ToMy nauieHTaM NoTpibHO peTenbHiwe NPoBOAUTH
MOHITOPMHT FNiKeMii s CBOEYACHOI KOpekLii rinornikeMivyHoi
Tepanii.
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300posuli cnocib xumms. BaxnMBUM acneKkToOM JliKyBaHHS
MODY?2 € nigTpuMmKa 300p0OBOro Cnocoby XWTTS, LLO BKIIKOYAE
36anaHCoBaHy Li€TYy, Qi3nYHY aKTUBHICTb | 36epexeHHs 340~
poBOi Barn. PeKOMeHA0BAHO AIETY 3i 3MEHLUEHHSM Nerkosa-
CBOIOBAHUX BYINEBOLAIB, BUK/TOYEHHSIM CONOAKMX MPOAYKTIB
(y TOMy umcni 3 pogaBaHHIM GpyKTO3M), LOCTATHLO KiNIbKICTHO
Nerko3acBoroBaHOro 6inka Ta KNiTKOBUHM.

MedukameHmo3He NikysaHHs. Y LesKuX BUNaAKax, Koau
mMoaumdikaLis XxapuyBaHHS Ta CMOCOBY XUTTS HE CNPUSHOTb KOM-
neHcauii rmikeMii, nauieHTam Moxe H6yTW NpM3HAYEeHO rinornike-
MiYHi NpenapaTtu, cepes SKMX npenapat CyNbMOHINCeHYOBUHM
ab0 iHcyniH.

lenemuy4Ha koHcynemauis. Mauientn 3 MODY2 MoxyTb npo-
MTU reHeTUYHe KOHCYNbTYBaHHS A8 BM3HAYEHHS CNaAKoBOro
pY3uKy Ui€i MyTauii ang aitew [1, 3-6,11-17, 20, 21, 23, 27].

OcHoBHi acnekTu nikysaHHs MODY3

JlikyBaHHa MODY3, takox Bigomoro sk HNF1A-MODY
a6o HNF1A-piabert, nepenbavae iHaMBILYyanbHWI Niaxia i Moxe
BKIKOYATK Pi3Hi CTpaTerii 3aNeXHO Bif KAiHIYHUX CUMNTOMIB
i noTped KOHKPETHOro NaLlieHTa.

MauieHt 3 MODY3 MoxyTb NnoTpebyBaTh NpM3HaYeHHS
rinornikeMiyHux npenaparis. Lle MoxyTb 6yTM npenapatu
cynb®OoHINCcevoBMHU abo iHWI KNacu nepopanbHUX LYKPO3HU-
XyBaNlbHWX 3aC06iB.

PerynapHuit MOHITOpPWHT rnikeMii [onoMarae BU3Ha4YnUTH
eeKTUBHICTb NiKyBaHHS Ta 3a NoTpebu Koperysatu fo03y npe-
naparis.

300poBMI CNOCi6 XUTTH, a came 36anaHcoBaHa Li€eTa
M i3nMyHa aKTUBHICTb, MOXeE AOMOMOIT KOHTPOJIIOBATH PiBEHb
[7I0KO3M B KPOBi Ta 3MEHLUUTU PU3MK YCKNAAHEHD.

JlikysanHga MODY3 noTpebye iHauMBigyanbHOro nmiaxoay
3aN1eXHO Bif, XapaKTepPUCTMK NauieHTa Ta MyTauii reHa HNF1A.
CaMe TOMY MALiEHTM MOXYTb CKOPUCTATUCS TEHETUYHOI
KOHCY/bTALLIEI AN BUSHAYEHHSI TeHETUYHUX 0COBMBOCTEN iX-
HbOi XBOPOOM Ta CMAAKOBOrO PU3MKY ANS iHLUMX YNEHIB POAMHU.

MauienTn 3 MODY3 MatoTb perynsipHo NpoXoauTH Yekanu
[LNS BUSBNEHHS MOXIMBUX YCKNaAHEHb, IK-0T AiabeTuyHa
Hedponaria, aiabetnuHa petuHonaria Towpo [1, 3-6,11, 13-17,
21-23, 25, 27].

3aranbHi acnekTu nikyBaHHs MODY4

MODY4, takox Bigomuit sk IPF1-MODY a6o IPF1-niaber,
€ piakicHoto dopmoto. Ha xanb, iHpopMaLis Npo NikyBaHHS
MODY4 € o6MexeHot0, 6araTo 3an1eXuTb Bifl KOHKPETHUX reHe-
TUYHUX XapaKTEPUCTUK i KNIHIYHUX CUMMTOMIB KOXXHOIO MaLli€HTa.

PauioHanbHe xapyyBaHHA Ta peryngapHa @isMyHa akTuB-
HiCTb € He NuLe eneMeHTaMM 340POBOro Cnocoby XuTTs,
ane 1 ocHoBot NikyBaHHa LI ycix Tmni. AKwo uux ytpy-
YaHb HelOCTaTHbO A/t LOCATHEHHS LiIbOBUX 3HAUYeHb MikeMii,
TO nikyBaHHa MODY4 Moxe BKNHOYATU NPU3HAYEHHS Tinori-
KEMIYHMX NpenapaTiB AN KOHTPOJIKO PiBHS INIIOKO3M B KPOBI.
KntoyoBUMM CKNafoBUMM € iHAMBIAYaNbHUI NigXig, i cniBnpaus
3 NlikapeM-eHA0KPMHONOroM abo reHeTMKOM AJist pO3pobieHHs
ONTUMANIbHOTO MAAHY NiKyBaHHS Ta MOHITOPUHTY. Y 6inbluocTi
Bunaakie gnis MODY4 noTpibHO NpoLoBXYyBaTU MeAMUHe Cnoc-
TepeXeHHs Ta JlikyBaHHS NPOTAroM YCbOrO XUTTS.

[eHeTUYHa KOHCyNbTaLisg MOXe BYTH KOPUCHOK ANs NaLlieH-
TiB i3 MODY4 ang 39cyBaHHS reHeTUYHUX 0COBIMBOCTEN IXHBOT
XBOpOOM Ta CNagKOBOro PU3MKY AN iHIUUX YNEHIB POAUHM
[1,3-6,11,13-17,21, 23, 27].
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MporHo3 MODY-gia6ety

MporHo3 MODY-piabeTy 3a3BM4ait ONTUMICTUYHILLWIA NO-
piBHAHO 3, Hanpuknag, U4 1 tuny, ockinbku MODY kpauwe
nipaaetbes Tepanii. OgHak ycnilHe ynpaBaiHHS L€l naTono-
rieto notTpebye NOCTIMHOIO CNOCTEPEXEHHS, AOTPUMAHHS Ai€TH
Ta NPUXMIBHOCTI NaALliEHTA.

MporHo3 MODY1 3anexuTb Bif KiNbKOX YMHHMKIB: cne-
undivHoi myTauii reHa HNF4A, aka 3ymosuna uewv tvn LA,
XapaKTepUCTUK MalieHTa, 30KpeMa CynyTHbOi naTonorii
Ta KOMMeHcauii ByrneBoLHOro 06MiHy.

3arasioM nporHo3 Moxe 6yTV LOCUTb CNPUSATIUBUM, SKLLO
LA nobpe koHTpontoeTbcs. MODY1 € cnagkoBMM TUMOM fAia-
6ety, 1 y nauieHTiB i3 cimeliHoto icTopieto MODY1 pu3nk pos-
BUTKY LIl Takox 36inblieHuni. [eHeTUYHe TeCTYBAHHA Ta KOH-
CynbTaLis MOXyYTb 6YTU KOPUCHUMM AN YNEHIB POAMHM MaLi-
€HTA, W06 BU3HAUMTU iXHill CNAAKOBUI PU3MK.

P03BMUTOK Cy4yacHMX METOAIB NiKyBaHHS M MOHITOPUHIY
FNIIOKO3M, SK-OT iHCYNiHOBI MOMNU, Linofo60BUIA MOHITO-
PUHT TNiKeMii Ta iHWi TeXHONOrii, MOXe MONINWWUTU MPOrHO3
ona nauienTis i3 MODY1.

KoxeH nauieHT i3 MODY-giabetoM Mae iHoMBiLYyanbHi
0C06/1MBOCTI, LWLO HakKNaLa€e BiAOUTOK HA NMPOrHO3 XBopobu
Ta NiAXoAM A0 NiKyBaHHSA. [0/IOBHOK METOH € NiATPMMKA HOP-
MasibHOro PiBHS MNOKO3M B KPOBI, W06 YHUKHYTU YCKNAAHEHb.

Mporto3 MODY2 3a3Buuart € ayxe CNpUaTAMBUM MOPpiB-
HSHO 3 iHWKMKM dopmamu L. Y 6inbwocti Bunankis MODY2
Mae 6e3cuMnToMHMIA nepebir abo CTyniHb BUPAXXEHOCTi CUMM-
TOMIB € nerkum. Tomy BinbLUiCTb NALLIEHTIB MOXYTb He BiA4YyBaTH
He3py4yHocTelt abo AUCKOMOOPTY B NMOBCAKAEHHOMY XKUTTI.

XapakTepHoto o03Hako MODY2 e cTilika HopMornikemis
YM He3HauyHe MNiABULLEHHS rikeMii 4o cyBHOpManbHUX 3Ha-
YeHb, WO pobuTb MPOrHO3 CNPUATAMBUM 33 YMOBU LOTPMU-
MaHHS NpaBWa 340POBOr0 XapYyBaHHS Ta perynspHoi GisnyHoi
AKTUBHOCTI.

3BaXxawuu Ha nabinbHUM nepebir, OCHOBHOK NepeBaro
MODY2 € nOCUTb HU3bKA MMOBIPHICTb PO3BUTKY YCKNALHEHD,
AKi 3a3BMYal cnocTepiraTbCs B Nogen 3 iHwuMu dopmamm
LA, sk-oT giabeTnyHa Hedponartis, aiabeTnyHa peTuHonaris
Ta AiabetTnyHa Herponaria.

MODY2 € cnagkoBuM TuNoM Aiabety, 1 y nauieHTis i3 ci-
MelHoto ictopieto MODY2 pusuk po3BuTKy uiei dopmu L,
TaKoX 36inbleHni. [eHeTUUHe TeCTyBaHHS Ta KOHCYyNbTalis
MOXYTb 6YTW KOPUCHUMM ANS YNEHIB POAMHM NaLi€HTa.

Xoya MODY2 3a3Buuait He notpebye [OBroCTpOKOBOro
NiKyBaHH$, NALIiEHTU MAKOTb pPerynsipHo NPOBOAMTU MOHITO-
PUHT FNiKeMii Ta rniKoBaHOro reMorno6iHy ans npo@inakTmku
YCKNaAHEHb, IKi MOXYTb BUHUKHYTU 3 4ACOM.

3aranom nporHo3s MODY2 pyxe cnpustamneuit, 6arato na-
LLiEHTIB MOXYTb BECTM HOPMAJIbHUI CNOCIO XUTTA 3 MiHIManb-
HUMKU oBMexeHHAMU. OfHaK BaXNMBO CTEXMTU 33 CTAHOM
300pOB’A, LOTPUMYBATUCS peKOMeHAaLiv nikaps 3i 34,0poBOro
XapyyBaHH$, Gi3MYHOI aKTMBHOCTI Ta CAMOKOHTPOH.

Mporto3 MODY3 mMoxe 6yTH pisHUM A5 KOXKHOIO NaLjieHTa
M 3aNeXuTb Bif, KiNbKOX YUHHMKIB: KOMNEHCaLii ByrneBoaHOro
00MiHY, CNafkoOBUX YMHHWMKIB, HASIBHOCTi YCKNAAHEHb Ta edek-
TUBHOCTI NiKyBaHHSI.

MODY3 € cnagkoBuM TUNOM AiabeTy, 1 y NauieHTiB i3 ci-
MeliHot ictopieto MODY3 pu3unk po3BuTKy Uiei dopmu LI
TaKoX 36inbWweHnNi. leHeTUYHe TeCTYBAHHS Ta KOHCY/bTaLif
MOXYTb 6YTW KOPUCHUMU A1 YUNEHIB POAUHM ANS BU3HAYEHHS
CNafKOBOrO PU3MKY.
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MporHo3 MODY4 Moxe 6yTH pi3HUM Y KOXHOr0 nalieHTa
M 3aNexXuTb Bif, AEKINbKOX YNHHMKIB: cneumdiyHa MyTaLis reHa
IPF1, ska 3ymoBuna uen tvn LI, koMneHcauis ByrneBogHoOro
06MiHY, HasiBHICTb yCKNaAHEHb Ta ePEKTUBHICTb NiKYBaHHS
[1,3-6,11,13-17,21,23,27].

MODY-gia6eT i Mikpo6iom

OcTaHHiMK pokamu Byno nposeseHo 6araTo AOCNILXEHb
WOAO 3B'A3KY MiX cknagoMm 6aktepianbHoi Gnopu WwayHKo-
BO-KMLIKOBOro TpakTy, LI 2 tuny i oxupiHuam [2]. Ui pani
BKa3YyHOTb Ha Te, WO eTionoris pisHnx dopm aiabety, ocobnmso
TUX, LLLO MOB'A3aHi 3 OXXMPIHHAM | PE3UCTEHTHICTIO 40 iHCYNiHY,
ak-oT LI, 2 Tuny, Moxe 6yTH noB13aHa 3 KOMMO3MLIE MiKpO-
6iomy [2]. 3 iHworo 60Ky, MOHOreHHi GopMM XxBOpPOOM, AK-OT
MODY, BM3Ha4atTbCs NepeBaKHO reHETUYHUMU YMHHUKAMU
3 HE3HAYHUM BMJIMBOM HaBKOMMLWHbLOrO cepepoBuwa. HNF1A-
MODY € ofHuM i3 HanMnowwmpeHiwux nigTunis MODY. Ha BigMiHy
Big LA 2 Tuny nauientn 3 HNF1A-MODY 3a3Buuait cTpyHki [2].
BiaAMIHHOCTI B KMWKOBIN MiKpo6ioTi Mix nauieHTamu 3 LI
2 Tuny Ta HNF1A-MODY won0 300p0BUX Nt0AeR MOXYTb 6yTH
HOBMM apryMeHTOM A4 BNAMBY MiKpOBiOTM SK eKONOriYHOro
YMHHWMKA PU3MKY HA PO3BUTOK Aeskux Gpopm Aiabety [2].

[ocnipxeHHa nokasano BiAMIHHOCTI B 6akTepianbHOMy
npodini Mixk HNF1A-MODY Ta KOHTPONbHUMU Fpynamu.
Lle Moxe ByTV apryMeHTOM Ha KOpUCTb Te3un npo Te, Wwo HNF1A-
MODY Takox noBI3aHuii 3i 3MiHaMu BakTepianbHoi dnopu
TOBCTOI KMLWKKM [24].

[eski 6akTepii, ki HanexaTb A0 TUNy Firmicutes, npoay-
KytoTb 6yTupat. BoHuM BifirpatoTb KAOYOBY posib B €Heprosa-
6e3neyeHHi KMLWKiBHUKA NOAUHK, BUPODBASOUM ByTUPaT, KM
€ OCHOBHMM [KepenoMm eHeprii ana enitenito TOBCTOI KMLIKM.
Kpim Toro, 6yTMpaT nokpalLye YyTamBiCTb A0 iHCYNiHY Ta 34aT-
HUI iHiLitoBaTK cekpeuito GLP-1 i3 L-kniTuH [24].

BucHoOBKM
MODY-piabeT - ue cknafiHa, reHETUYHO 3yMOBEHA
naTonoris, KOTpa, He3BaXatktun Ha CBOK PiAKiCTb, BaXIMBa
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CnieBiaHoweHHs F/B
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I I

Kontponb uAa 2 tuny MODY

Puc. MopiBHsHHA cniBBigHOWEHHS Firmicutes/Bacteroidetes
MiX rpynamu

CniBBigHoweHHsa Firmicutes/Bacteroidetes (F/B) 6yno 3Ha4HO BULLUM
y rpynax sik LU, 2 Tuny, Tak i HNF1A-MODY nopiBHSIHO 3 KOHTPOJIbHOO rpymnoto.
He 6yno pi3Huui Mixx rpynamu L 2 Tuny Ta HNF1A-MODY. LWo6 nokasatu
BiIMiHHOCTI B cniBBigHowWeHHi F/B, 6yno BukoHaHo Tect Kpyckana - Bonnica;
[aHi BKa3ylTb Ha Te, WO € 3HAYHA Pi3HMLA MiX L€ Ta KOHTPONbHOK
rpynamu [24].

A9 HAYKOBLIB i MeandHux daxisuis. [lo HannowmpeHi-
wmx TMnie BigHocate MODY1, MODY2, MODY3 ta MODY4,
AKi cTaHOBNATb 6M3bko 95 % Bunaakis. iarHocTuka MODY
notpebye reHeTUYHOro TeCTYBAHHS ANS BUSABNEHHS KOH-
KpPEeTHOI reHeTUYHOI MyTalii, ska NpUM3BOAUTb 1O 3aXBOPIO-
BaHHA. Kpim Toro, nikapi MoXyTb BUKOPUCTOBYBATH KITiHIYHI
03HakM Ta CiMeMHUI aHaMHe3 AN NiATBePAXEHHS AiarHosy.
JlikyBaHHA 3a3BMyar nepenbavae aieTy, Gi3nyHy aKTUBHICTb
i B LesKnX BUNagKax NpU3HaAYeHHs iHCyniHy abo nepopanb-
HUX LYKPO3HMXYBaNbHMX NpenapartiB. 3arafioM nMporHos
MoXe ByTV LOCUTb CNPUATIMBMM 33 YMOBM KOMMEHCALIT BYr-
NneBofHOro 06MiHy. PO3BUTOK Cy4aCHUX METOLIB NiKyBaHHS
N MOHITOPUHTY FTOKO3M, SK-OT iHCYNiHOBI momnu, Linoao6o-
BMI MOHITOPUHT rAikeMii Ta iHWi TexHonorii, MoXxe nonin-
WKXTK NPOrHO3 AN4 nauienHTie i3 MODY.
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