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Aiabet aopocaoro Tuny B moroamx* (MODY)

Aiabet popocaoro Tuny B Mmoroamx* (MODY)
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BusiBM 11 CUMNTOMM LLyKpOBOTO Aiabety a6o
NMopyLUEeHHS TOAePAHTHOCTI AO FAIOKO3M Y Bili A0 30 pokiB'
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CiMeliH1i1 aHaMHe3 CBiAUMTb MPOo
ABTOCOMHO-AOMIHAHTHMIA TUM YCMAAKYBaHHS

\4
Hi?

AocaiaxeHHs B cupoBartui aHTUTiA: ICA, 1AA,

OpaAbHWI TAIOKO30TOAEPAHTHUIA TeCT

A-GAD ab60 iHWKMX cneumiyHnx aHTUTIA 3 BU3HAYEHHSM PIiBHS IHCYAIHY

4 \ 4 Y
[Mo3nTnBHI HeratusHi? Bucokuit piBeHb PiBeHb iHCYAIHY HMXKUMIA 32 HOPMY AAS
(0AHiI ab0 KiAbKa) IHCYAIHY BIAMOBIAHOIO CTyMeHs rinepraikemii

Y

LA 1 Tuny

(AMB. aATOpUTM
«UA 1 THny»)

HaByaHHS ¥i AiKyBaHHS
xBoporo/cim’i*

v

OuiHntn TsKKicTb LIA i cyaAnHHMX
YCKAQAHEHb Y UAEHIB CiM'i

! !

|/\er|<m71 LAy cimT | Y ciMT Takkmnin LLA
i3 CYAVHHUMM
YCKAQAHEHHSIMM 7

v v

AedrekT reHa abo MODY 2 MODY 1, 3 a6o 4 tuny
peuenTopa iHCyAiHy > (3 MyTauji€lo reHa (3 MyTalLisiMK reHiB
IAOKOKiHa3M) © HNF-4a., HNF-10, PDX-1)7

\ ¢

OUiHnTV HAasIBHICTb YMHHWKIB  AjeTa i ¢hizmyni BrpaBn®  [lepoparbHi LyKpO3HMXKyBaAbHI 3aco6m®,
pusnky LA 2 Tuny IHCYAIH 3a Hee(heKTMBHOCTI MepopasbHUX
abo sTopuHHoro LIA* LIyKPO3HUXKYBaAbHMX 3ac00iB

OUiHUTM IMOBIPHICTb

HLIMX reHeTMYHUX
A€epeKTiB cekpeLlii IHCYAIHY

*MpoaosxenHs. Mouatok y N2 2—4, 2012; N° 1, 3, 4, 2013; N 1—4, 2014; N° 1, 2, 3—4, 2015; N° 1, 2016.
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CTAHAAPTU TA KOHCEHCYCH

YKPATHCBKMI XKYPHAA AUTAYOT EHAOKPUHOAOTIT

IIpumitku
# TakoxK BiZIOMUIT SIK MOHOTeHHUI [iaber y MoJio-

X
1 — MODY — kJiHiYHO Pi3HOPIIHUIA T ITUTI I1YK-

POBOTO [iabeTy, M0 XapaKTePU3YETHCSI PAHHIM BUHHK-

HennaM y Bili Bix 9 1o 30 pokiB, aBTOCOMHO-/I0Mi-

HAaHTHUM THUIIOM YCIIAJKyBaHHS i IEPBUHHUM Jleek-

TOM cekpelii iHCyiHy. OCKIiZTbKM BiH He 3aBXKAU

IHCYJIIHOHe3a/IeKHUH, HOoTro TIparHyTh Ha3WBAaTH <MOHO-

reHHUil /iabeT y MOJIOUX»>, a He «AiabeT I0POCa0ro

TUTTY B MOJIOZIOMY Billi», BBa)KatOuH, IO APYTUL Bapi-

aHT HAa3BUW BBOJUTH B OMaHy (ajiKe € MIpUHANMHI 1B1

dhopmu giabery, siki i3 caMoro HOro MoYaTKy iHCYJIIHO-
3aJI€3KHI), X0U BiH 1 momupenuit y miteparypi. Ha
coorozui Busasierno 11 reanis MODY:

* MODY 1 — pesysbrar MyTallii TeHa MEYiHKOBOTO
anepHoro daktopa — HNF-4a, axuii posraiopa-
HUIi Ha TOBTOMY TLIedi 20-1 XpOMOCOMU;

* MODY 2 3ymM0BJIeHMIT MyTalli€0 TeHa TJII0KOKiHA-
3u — GCK, 1110 3HaX0/IUThCS HA KOPOTKOMY ILIedi
7-1 Xxpomocomu;

* MODY 3 — nacauigok myraiii HNF-1a, sxuii po3-
TAlIOBaHUI Ha IOBroMy 1iedi 12-1 xpomocomu;

* MODY 4 3ymoBJIeHMIT MyTaIli€lo TeHa aKTUBATOPA
incysniny — IPF-1, mo wmictutbcs Ha 0Bromy
miedi 13-i XpoMocoMu, reHa, BiJIOMOTO TaKOXK SIK
PDX-1 (romeo6okc! miIIyHKOBOI 3a1031 1 1Ba-
HAJIIATUTIANION KUIITKH );

* MODY 5 symosienuit mytanieo rera HNF-1p,
SKWH po3TaimoBy€eThed Ha 17-i xpomMocoMi;

* MODY 6 — pesyasrat myTartiii rena NEURO-D1,
PO3TAIIOBAHOTO HA 2-if XPOMOCOMI;

« MODY 7 — mnacmigok myranii rena KLF11 —
Kruppel-tiogi6Horo daxropa, 1o posranioBaHuil
Ha 2-i1 XpoMOocoMi;

* MODY 8 — pesgysabraT MmyTaiiii TeHa >KOBYHO-
cosboBO-3asiesknol Jinasu — CEL, mo micrurbes
Ha 9-11 XpoMOCoMi i acOTHIOETHCA 3 EK30KPUHHOIO
HEOCTATHICTIO M TYHKOBOI 3a/1031; e BapiaHT
niabery piakicHui;

* MODY 9 — nacrmimox wmyTarii ¢dakTopa TpaHc-
kpuniii Pax4 na 7-if Xxpomocomi; yke pifKicHa
aTOJIOTI;

* MODY 10 3ymoBjieHuli MyTaIli€1o TeHa iHCYTiHY —
INS, yacTo acouioeTbcsa 3 HeOHATAJIbHUM Jiabe-
TOM; loro yacrora — menmie 1 %;

* MODY 11 — pegynbrar myTariii rena BLK — tupo-
3uHKiHa3u B-nimdoruTis (Tuposunkinasu bpytona),
110 TaKOK HAsIBHA B KJIITUHAX OCTPIBIIIB Ii/IIITYH-
KOBOI 31031 i Gepe y4acThb y iX PO3BUTKY.
3a BunatkoM MODY 2, gkuii 3yMoBIeHIH MyTa-

1i€lo (hepMeHTy, 1o TPU3BOIUTD 10 3HUKCHHS 4yT-

JIUBOCTI B-KJITUH 70 TJIOKO3H, 3 MOJAJBIINM 3HU-

SKEHHSIM CeKpellii iHCyJIiHy TPy 3BUYaliHill KOHIIEHT-

partii rJIIoK03M, iHII BUSBJEHI reHu — 1ie (haKTopH

TPAHCKPUIIIIil, 1110 PeryJioli0Th CEKPelilo 1HCYJIiHY,

PO3BUTOK MiAIIYHKOBOI 3an03u/B-kiaiTuH. lcHye

" Tomeo6okc — cneuudivHa nocaiaosHicts AHK.

N2 2 2016

(eroTHTIIUHA PI3HOPIAHICTD MiK PI3HUMU MYTAIliIMU
miarunis MODY i B mexax pogosunie MODY.
Cysopi kpurepii apiarnoctukn MODY BkiovaoTh
IyKpOBUIi [iaber, sskuii Mozke Oy TH MOBHICTIO 1HCYJTi-
HO3AJIEKHUM a00 MTi/IaBaTHCST JTIKYBAHHIO [IEPOPAJIH-
HUMU I[yKPO3HIKYBAJIBHUME 3aco0amu (CyJIb(hOHI-
CeYOBMHA), aBTOCOMHO-JIOMIHAHTHUN THUI YCHAJIKY-
BaHHSI MPUHANWMHI B TPbOX MOKOJIHHSX 13 BCTAHOB-
JIEHHSIM J1iarno3y y Bitti 10 25—30 pokiB npuHaiiMui B
OJIHOTO 13 4JIeHIB ciM'1.

2 — 3a BUBHAYEHHSIM, BiJICYTHICTh CiMEITHOTO aHaM-
He3Y, 0 CBITYUTD PO aBTOCOMHO-IOMIHAHTHE CITa[I-
KyBaHHs1, poouth jiarao3 MODY npakTudHo HeCIpo-
MOXKHUM, XOdua Ieil cTaH MOxKe OyTH 3yMOBJIECHWI
i HOBUMHU (B OCTAaHHBOMY IIOKOJIiHHI) MyTallisIMU.
3a Takux 00CTaBUH BUHUKHEHHSI [iabeTy y XBOPOTO y
BIJTHOCHO MOJIOZIOMY Billi, 3 HaitOiIbII0I0 MOBIpHiC-
TI0, Oyzie crioyatky BepugikoBano sk I/ 1 Tumy, a
TOMY HeoOXijiHa OIliHKa MapKepiB aBTOIMYyHHOCTI
(crierupivnmx anTuTin). BogHovyac noBibHMI TIepe-
6ir I/T 1 tumy Mose OYTH HOMIJIKOBO TPUNAHSTHIT 32
I1/T 2 tumy.

3 — 3a BiACYTHOCTI MapKepiB aBTOIMYHHOCTi i
HETaTUBHOTO aHAMHE3Yy Y XBOPOTO MOJIOZIOTO BiKy 3
OlbI Jierkolo (HOPMOIO IIyKpoBoro jiabery abo 3
TPUBAJIOIO (DA30I0 «MEJIOBOTO MICAISI» CJIiJl OI[iIHUTH
HagBHICTh YMHHWKIB PU3UKY, TpuTamananx 11/ 2 tu-
1y, TaKUX SIK OKUPIHHS, PUHAJIEKHICTD /10 TTEeBHUX
€THIYHUX TPYII, CXUIBHUX 710 po3BuTKy IIJ] 2 Tumy,
a00 YMHHUKIB, BIIOBIIAJIbHUX 32 BTOPUHHMIA AiabeT.
JetanbHiiie auB. anroputmu <IlykpoBuil giabet 2 Tu-
ny» i «Ilepenuaiabers.

4 — nuB. BignoBignuii anroput™ g /] 1 Tumy
a6o 11T 2 Tumny.

5 — SIKIO 3alepeyeHo HANYACTIMIMI TUI pe3uc-
TEHTHOCTI 710 iHCYJiHY (TuUm A), TO HeajeKBAaTHO
BUCOKUI piBeHDb iHCYyJiHY 1pu jaiaberi jerkoi abo
MTOMIPHOI TSKKOCTI MOXKe CBiZIMUTU PO iHCYJiHOpe-
3UCTEHTHICTDh YHACJIIJIOK MyTallil caMOoro reHa iHCyJi-
HY, 110 TIPU3BOJIUTD JIO CEKpPellii MeHIl e(eKTUBHOTO
IHCYJIiHY. Y XBOPUX 3 MYyTallisIMU1 reHa iHCYJIIHY MOX-
JINBE aBTOCOMHO-JIOMiHaHTHe ycrajakyBaHHs. [Ipu
MiI03Pi CJIIT AOCHIIUTH 1HCYJTIH TJIa3MU Ha TIPeIMET
CTPYKTYPHUX JIeheKTiB 3a JOMOMOTOI0 XPOMAaTOIpa-
(iuroro amamizy abo iHIIMX METOAIB 32 YMOBH IX
JIOCTYITHOCTI, 30KpeMa MeTO/IiB MOJIEKYJISIPHOI jiar-
HOCTUKHU, TaKUX SK 3MiHa IIOCJIZJOBHOCTI T€HIB.
AHOMAJi perenTopiB iHCYTIHY TAKOK MOKYTb BUSB-
JIATUCS BUCOKUM piBHEM IHCYJIiHY, ale 6e3 iioro
CTPYKTYPHUX jieheKTiB ab0 aHOMAJII TeHIB.

6 — MyTallii reHa rJIIOKOKiHA3u, BiJIIOBiaIbHI 32
MODY 2, mpusBoagTh 710 JErKoi XPOHIYHOI Tilepri-
KeMil BHACJIIIOK BIZIHOCHO MEHIIIOTO 3HUKEHHS Bijl-
MOBi/i B-KJIITHH HiANIYHKOBOI 3271031 Ha TJII0K03Y. B
pesyabrati y Gimbiiocti oci6 marosiorist 3a3Buvait
XapaKTePU3YEThCSI IOCUTD JIETKO (HopMoIo [iabety
Ta MOMIPHOIO TillepryiKeMi€lo HaTIIe 1 Jello Mopylie-
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HOIO TOJIEPAHTHICTIO /10 TJIIOKO3U. [OMO3UTOTHI MyTa-
1[ii reHa TJII0KOKIHA3K 3yMOBJIIOIOTh IIYKPOBUI fiabeT
y 1epiosi HoBoHapokeHocTi. [TomibHO y XBOpHUX 3
myTaiismu B rernax [PF-1/PDX-1 inoxai moxiuBe
JIIKyBaHHS TIEPOPAIBHUMU I[yKPO3HUKYBAJIbHUMHI
3acobamu, ajie MOKE 3HAJOOUTHCS 3aCTOCYBAaHHS
IHCYJTiHY.

7 — y xBopux 3 mytamisimu HNF-4a, HNF-1aq,
HNF-1B, NEURO-D1 BixsHauatoTbcs TSIKUI po3ia-
JIA BYTJIEBOIHOTO MeTaboJi3My — BiJ TOpyIIeHO]
HEePEeHOCHMOCTI IJIIOKO3HU [0 TSKKOIO iabeTy, 4acTo 3
MIOCTYIIOBUM IIPOTPECYBAHHSIM BiJl JIETKOI /IO TSIXKKOi
dopmu. TIpubIM3HO y TPETUHU IIUX XBOPUX BUHUKAE
norpeba B iHCyJIiHI, i BOHU CXWJIbHI 10 PO3BUTKY B
HUX CYZIMHHUX YCKJIaAHEHb. JloCHiIIKeHHS TTOKa3aIu,
1o TsK4i (hopmu edeKTy cexpertii iHCYTiHY Bifi3Ha-
yaioTbesd y xBopux 3 MODY 11 MODY 3 — MODY 6
nopiBHAHO 3 XBopuMmu 3 MODY 2. 3arasiom y xBopux
3 MODY 2 i nedekramu reHa TJIOKOKiHA3U MOKJIUBA
HOPMaJIbHA Bi/ITIOBI/Ib iHCYJIIHY HA BHYTPillIHbOBEHHE
BBE/ICHHA TJIIOKO3U TIPU TATPUMIIN KOHIIEHTpAIlil
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IJIIOKO3M Ha piBHI 7 MMoJib/71 1 Butie. HatomicTs y
xBopux 3 inmumu dhopmamu MODY nagBHi TsK4i
MOPYIIEHHS CeKpellii iHCyJIiHY, i 11eii 1ehexT He MoxKe
Oy TU MOJIOTAHIIT CTUMYJISIIEIO MITXOM 1H(Y3ii riro-
KO3W.

8 — BigminHOCTI Mix Bistomumu hopmamu MODY
MalOTh KJIiHIYHe 3HaYeHHsI B KOHCYJIBTYBaHHi, OCKiJb-
ku ipy MODY 2 pusuk cyIMHHUX YCKJIaJHEHDb Hali-
MEHIIW, pu gedkux inmmx popmax (MODY 1, 3, 4)
MOSKJINBE JIIKYBaHHS TEPOPAJbHUMU I[yKPOSHIIKY-
BaJbHUMH 3acobaMu, siKi 3a0e3MeuyioTh CEKPEIiio
iHCyJTiHY, OJIU3bKY 10 HOPMAJIBHOI, 30KpEMa CTBOPIO-
1041 e(DeKT «IHKPETUHY» 1 TMATPUMYIOUH Maiike HOP-
MaJIbHUI piBeHb HbAj.. 3romom [eskum XBOpUM 3
MODY 1, 3, 4 Mmoske 3Ha0OUTUCS JIIKYBAHHST 1HCYJIi-
HOM. MeTo/i MOJIEKYJISTPHOTO aHaJli3y BIZIOMUX HUHI
myTariii reriB mpy MODY 1 — MODY 4 nocrymnni
JUUISI PyTUHHOTO KJIIHIYHOTO 3aCTOCYBaHHS, 1110 110JIer-
[Iy€ JIarHOCTUKY i1 JiiKyBaHHs. IMOBipHO, OyayTb
BUSIBJIEHI 1 HOBI TeHH, SIKi 3YMOBJIIOIOTb PO3BUTOK
MODY.
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Ll 1 AlabeT 1
Llykposuit aiabet 1 tuny '
Brpara Macu Tina
[Moniypis
IMoaiamncia
linepraikemisi
Ketoaumao3s
' Atoko3ypist
3aAyuUeHHs A0 AIKYBaAbHO-AIQrHOCTUUHOMO MpoLLecy
MYAbTUAMCLMIAIHAPHOT KOMaHAK
Y Y \ 4
AieTa ? IHCyAiH 2 HaBuaHHs 2
HasuyaHnns y CcepeAHin A060BIN AO3i IH exuii
[MiapaxyHOK BYrAeBOAiB 0,5—0,75 OA/kr MOHITOPUHI TAIOKO3M
BoAloCHUMI iHCYAiH/aHaAor iHCYAIHY 3—4 pa3u Aleta
Ha A00y, SIKLIO MOTPIGHO — y NOEAHAHHI 3 6a3aAbHUM linoraikemis
iHCyAIHOM IHdbexuii
LLIkoAa

AOGPUI TAIKEMIYHWIA KOHTPOAb
(onTMMaAbHMIA)
HbA, < 7,5%

[MoraHui raikemivyHMim KOHTPOAb
(3 BUCOKMM pusmkom) HbA, > 9,0 %

Y
AKTMBHa KOpeKLisl AiKyBaHHS
[ToBTOpHe HaBYaHH4
YacTilumit MOHITOPUHT

Y

CriocTepesxeHHs

KoHcyAbTyBaHHS © YckAaAHEHHS © [epeBeaeHHS AO 3aKAaAY
OcsiTa O6CTexKeHHsl CITKIBKM OXOPOHM 3A0POB’Sl
[NepcrnekTBn po6oTn Cronm AAS AOPOCAMX ©
KoHTpavuenujsi/niraHHs BariTHOCTI Mikpoaab6ymiHypis batbku i AMTHHA
AAKOrOAb ApTepiaAbHUIA TUCK 3 AUTSYOT KAIHIKM —
INpnbaBka macK Tira Ainian AO KAIHIKM AAS AOPOCAMX

KepyBaHHs aBTOMOGiAeM
HapkoTuku i ncuxoctumyastopm

65



YKPATHCbKMM )KYPHAA AUTAYOT EHAOKPUHOAOTIT

CTAHAAPTM TA KOHCEHCYCH

N¢ 2 2016

IIpumitku

1 — BcTaHOBJIEHHS JIaTHO3Y 3a3BUYail He BUKJIM-
Ka€ yCKJIa/IHeHb (IUB. anropuTm «linepriikemis» ).

2 — BejIeHHS XBOPOTO HA PAaHHbOMY €Talli: TOBHO-
I[iHHE KOMIIJIEKCHE HaBYaHHSA XBOPOTO KOMaHIOTO
(axiBiiB, y Ky BXOAUTH JAUTSIUUN €HJOKPUHOJIOT
abo MejicecTpa, 1o Ma€ JoCTaTHil qocBig y piabero-
Jiorii, gieroJior, ncuxoJior. Y fiTeil npemybepTaTHOTO
BiKy HEOOXiJIHO OCTepiraTucst TSUKKOI Ta Ge3CHUMII-
TOMHOI TinoraikeMii, HaaTo HiYHOI. [IpoBOAATD JiKY-
BaHHA IIperapataMy iHCYJIIHY TPUBAJIOl 1 KOPOTKOi
Jii1, sIKi BBOASITH 3a3BWUAl TPU/IOTUPH Pa3u HA 100Y.
Takoro 6a3aIbHO-00IOCHOTO PEKUMY JOTPUMYIOTh-
¢ 3 ypaxyBaHHAM (Di3UUHOI aKTUBHOCTI TUTUHU 1 3
MiIPaXyHKOM YKUTHUX BYTJIEBOJIB. ¥ MOTHUBOBAHUX
ciM’s1x, 0cOGJINBO SIKIIO 3BUYAliHA Teparlist He Mpu-
HOCUTH OaKaHOro ycmixy abo 4acTo BUHUKAOTH
rinoryikemii, Moxe OyTH AOLIJbHUM Iepexis Ha
MOCTifHY 1H(DY3il0 iHCYTiHY 32 OTOMOTOIO 1HCYJTi-
HOBUX TIOMII.

3 — HeoOXiTHO MTPArHyTH IO MiATPUMKHU PiBHS TJIi-
Ko3uaboBaHoro remorio6iny (HbA ) Huxue 7,5 % (y
pasi BUKOPUCTAHHS METOAY AOCJIKEHHS HAJIEKHOI
sKocTi). BumipioBaHHsI cJliji BUKOHYBATH KOKHUX
3 Mmicad.

66

4 — mopiuno cuiz BumipioBatu T, i TTT, ckpuninr Ha
1eJTiaKilo  PeKOMEH/IYETbCSI BUKOHYBAaTH 3 PAHHbOTO
murrHeTBa. HeobOxiHO perysisipHo (He pifite 1 pasy Ha
PiK) CTEKWTH 3a TEeMIAMU POCTY i Macoio Tija, Bij
MOYATKY 1yOepTaTy BUMIPIOBATH CITiBBIIHOIIEHHS AJlb-
OGyMiHY Ta KpeaTHHiHy B cedi, OOCTEXYBATH CITKiBKY
(ororpacdysarn), BUMIpIOBaTH apTepiabHUAN THUCK.

5 — y 1epiozi cTaTeBOro No3piBaHHSA HEOOXIIHO
MaTH Ha yBa3i MOKJIMBUIA BIIJIMB HA CTAH IVIIKEMIYHOTO
KOHTPOJIIO TaKUX YMHHWKIB K (i3iosoriuyni 3Minu,
1110 Bizt0yBaIOThC B 1[eii Yac B OpraHiami; mmiiBUILEHH
PE3UCTEHTHOCTI JI0 1HCYJIIHY, I TOAO0JaHHI SIKOTO
MOKE 3HaJ00UTUCA NiBUILEHHA 71000BOI 703U 10
1,5—2,0 O/l /kr. Y niBuaT € pu3uK HAAMiPHOTO TTiBHU-
IEHHST MacH TiJia i PO3BUTKY TOJIIKICTO3Y SIEUHUKIB Y
M3HBOMY MiJTITKOBOMY Billi. [IpoTsirom miriTKOBO-
rO BiKy TaKOK MOJKJIMBI TIPOGJEMHU 3 KOMILTAEHTHIC-
TIO: MOPYIIEHHS Xap4yyBaHH:, TPOIYCKUA BBEICHHS
iHCYyJliHY (30KpeMa y [iBYaT — [IJIs MaHIyJIIOBaHHS
MAacoo Tijia), JTablIbHui giabeT, Mo 3yMOBIIOE YACTy
HeoOXiAHICTD y TociTanizarlii.

6 — HeoOXximHicTh y: (1) KOHCYNBTYBaHHI; (2) paH-
HbOMY BUSIBJIEHHI XPOHIUYHUX yCKJIaIHeHb; (3) obe-
PEKHOCTI IIPU TIepeBe/IeHH] IMTHHU B CUCTEMY 0XOPO-
HU 3JI0POB’SI JIJIsT IOPOCJIHX.
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Ll i1 AlabeT 2
LlykpoBuit aiabet 2 Tuny !
XBopwuit i3 cumnTomMamu LLA i 3achikcoBaHoto
rinepraikemieto 2
\ 4
IMia yac obcTexkeHHs B13HAYalOTb?:
OXMpiHHS
YopHuit akaHTO3
lipcyTn3m
BusiBM CMHAPOMY MOAIKICTO3Y SIEUHMKIB
HaAexHICTb A0 €THIUHMX IPyn BUCOKOIO PU3NKY
(iHaiaHui MimMa, acdbpoamepukaHLy,
MeLLKaHLi OCTpoBiB TMXOro okeaHy, iH.)
\ 4
Hi Tak
\ v
BiAHOCHO rocTpe BUHUKHEHHS Tpvsaanit nepebir MOXAMBICTb FeHeTUUYHOIO
Brpara macu Tiaa HagsBHicTb cimeriHoro aHamHesy 06CTEXEHHS
Keto3 (TPY MOKOAIHHS)
KeTorypis
\ 2 \4
Tsxka rinepraikemis © Aerka/nomipHa
[iNepoCMOASIPHMIT HEKETOTUYHMIA CTaH rinepraikemisa ©
AliabeTnyHmin KeToaumao03
l A4
PO3rAIHYTM AOLIABHICTb MPU3HAYEHHS 3miHa crnocoby
IHCYAIHY B MOEAHaHHI 3i 3MiHOIO CrOCOOY 4@4— SKUTTS, PO3MASIHYTH
SKUTTS AOLLIABHICTb
Npu3HaYeHHs
MeTOopMiHYy

Y ¢

BiacyTHiCTb noainweHHs BiacyTHicTb
MOAIMLIEeHHS ©
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IIpumitku

1 — B y3ro/i>KeHOMY KOHCEHCYCI II0JI0 I[yKPOBOTO
mpiabery (IL) B mireil i migiTkiB MixHapOAHOrO
TOBApUCTBA 3 JAMTAYOrO i MiJITKOBOro aiabery
(ISPAD, 2014) maBenmeHo kputepii HiarHOCTYBaHHS
I/1, a Tako:x iioro kaacugikaiiiio, 3acHOBaHy Ha eTio-
raToreHesi, a He Ha JIiKyBaHHi, sSIKe€ OTPUMYE MaIli€EHT
(nmuB. mogarok 1). BuokpemyieHo /1Ba OCHOBHUX THUITH —
<L 1 tumys i <11/ 2 Tury». 3actocyBaHHS TEPMiHIiB
«iHCYIIHO3ATIEXKHUN TIyKPOBHIT fiabeTs 1 «iHCyTiHO-
HE3JIEKHUI IIyKPOBUIT [iabeTs CJIij yHUKATH.

IL/T 1 Tumy — 11e 3aXBOPIOBAHHS, SIKE XapaKTePHU3Yy-
€Tbesd abCOMOTHUM JeilUTOM HCY/IHY BHACIILOK
aBTOIMYHHOI JiecTpyKii B-kiituH, Tozi Ak 1/] 2 Tumy
MOJKe BapiloBaTH Bijl IepeBasKHOi iHCYJIiHOpPe3uc-
TEHTHOCTI 3 BITHOCHOIO 1HCYJIHOBOIO HEIOCTATHICTIO
JI0 TIEPEBAKHO CEKPETOPHOTO JieheKTy B MOEJIHAHHI
abo 0e3 MOEIHAHHS 3 HCYJIIHOPE3UCTEHTHICTIO. [CHY€
CHJIbHA TeHeTHYHA CXWJIbHICTH /10 po3BUTKY IL/I.
Jesaki eTHIUHI Tpymu, HAPUKJIA, 1H/IAHIT TLIEeMeHi
[Tima, xutesi octposiB Tuxoro okeany, adhpoamepu-
KaHI[i, MOKJIMBO, IIPEICTABHUKN IHIINX TPYII, TeHe-
TUYHO MAIOTh BUIIUN PU3UK, HAJTO B pa3i OKUPIiHHS.
¥ 6isbmiocti xBopux i3 I/ 2 Tuity € oxkupiHHsL

2 — kpurepii giarnoctuxu [L/1:

1. Cumoromu 11/] B moeagHaHHi 3 BUIIAJIKOBO BUSIB-
JICHOIO KOHIIEHTPAIlI€I0 TJIOKO3W B TIJIa3Mi KPOBi
> 11,1 mmoub/n'. BumagkoBe BUSBJIEHHS O3HAYAE
BUSIBJICHHST B Oy/Ib-sIKUil yac 106U 6e3 ypaxyBaHHS
yacy, 1110 MUHYB ITiCJIs1 OCTAHHBOTO TTPUHOMY TXKi.

Abo:

2. PiBeHb TJIIOKO3W B ILJa3Mi KPOBI HaTIIle
> 7,0 mmouib/mi?. CTaH HaTIle BU3HAYAETHCS SK Biji-
CYTHICTb CITOKMBAHHS KQJIOPiHl MPOTSTOM IPUHANMHI
8 ronuH.

Abo:

3. PiBenb rinoko3u yepes 2 roJlMHU MiCJis HABaHTa-
skenns > 11,1 mmoub/it mij yac nposegenns [ITTT.
Tect caig TpOBOAUTH BIATIOBIIHO 0 PEKOMEHIAITI
BOO3 (86) 3 naBanTa)keHHSIM TJIIOKO3010, 1110 €KBiBa-
JIeHTHa 75 T 6e3BOJHOI IJII0KO3M, PO3YMHEHOI Y BOJI,
a6o B 11031 1,75 r/Kr Macu Tija, ajie He Oiblie Hix 75 T.

Abo:

4. Tnikosunpoanuii remornobin (HbAy) > 6,5 %°
(mokazauk < 6,5 % He 3amepeuye miarHo3 I1J] 3a
pe3yJibTaTaMy BU3HAYEHHST TJIIOKO3U; POJIb CaMOTO
smie HbA . y miarnoctuni 1T 1 Tuiy B giteii 3aim-
IIAETHCST HE3PO3YMLIIOIO0).

IlopymeHHsI TOJIEPAHTHOCTI /10 TTIOKO3U
(ITTT) i mopymenus raikemii HaTme (IITH)

ITTT i IITH — npomixHi cTazii NpUpoHOTO Tepe-
6iry TOpYIIEHHST BYTJIEBOAHOTO OOMiHY MiK HOP-
MaJIbHUM ToMeocTa3oM Tioko3u Tta L1 /1.

I[ITH i IITT — He piBHO3HAYHI MOHSATTH, a Pi3Hi
rnopyieHHs peryJisiiii riaoxosu. [INH — 11e mokazuuk
[OYaTKOBOTO TMOPYIIEHHSI BYTIJIEBOJAHOTO OOMIiHY,
tumuacoM gk IITI — pguHaMidHUN TOKA3HUK MICJIs
CTaH/IAPTU30BAHOTO HABAHTAKEHHS TJIIOKO30I0.

Jliogeit 3 TITH Ta/a6o IITT choroani BBazKaioTh
JIOJbMH 3 IIepeiabeToM, 110 03HAYAE HAsABHICTD Bijl-
HOCHO BHCOKOTO pusuky possutky IIJI B 1iii rpymi
HaIIE€HTIB.

IITH i TITT MOKyTh OYTH TPOMIKHUMU CTAIISIMU
B 11epebiry Oy/ib-sIKOTO 3 BapiaHTiB 3aXBOPIOBAHHSI.

BoHu MOXyTh GyTH CKIAJOBUMEU MeTabOJIUYHOTO
CUH/IPOMY, SIKUT OXOILTIOE OKUPIHHS (HAATO abI0Mi-
HaJibHe abo BicuepajabHe), AUC/IiigeMii 3 mijgBuIeH-
HSIM PiBHSI TPUTJHIIEPUIIB Ta/a00 3HUKEHHSIM PiBHS
XOJIECTEPUHY JIIONPOTEIIiB BUCOKOI IIIJIBHOCTI Ta
rinepreHsii.

Y moneit 3 mokazuukamu, 1o BignosizaoTs [ITT
a6o IITH, y MOBCSAKIEHHOMY KUTTi MOXKe Oy TH eyTJIi-
KeMisl 3 HOPMAJTbHUM YW TIPAKTUYHO HOPMATHHUM
pisaem HbA,; B oci6 i3 TITT rimepriikemis Moxe
BUABJIATUCS TUIBKY i yac ipoBenenus [ITTT.

Busnaueno Taki kareropii piBHSI IJIIOKO3H B I1J1a3Mi
narie (I'TTH):

* pisenn ['TIH < 5,6 MM0Jib/J1 = HOPMAJIBHUIT PiBEHD
TJIIOKO3W HATIIIE;

e I'TIH 5,6—6,9 mmoun/o = I1T'H;

o ['TIH > 7,0 mmouib/1 (126 Mr %) = 1izi03pa Ha iarHo3
II/] (miarso3 mMae OyTH IATBEPIKEHUI BiAOBiIHO
JI0 OTIMCAHUX PaHiIIe [IarHOCTUYHUX KPUTEPIIiB).
Busnaueno taki kareropii pesyJibraris [II'TT:

* piBeHDb TJIOKO3U Yepe3 2 TOAMHM ITiCTs HaBaHTA-
JKeHHs1 < 7,8 MMOJIb/JI = HOPMaJibHA TOJICPAHT-
HICTD 10 TJIIOKO3U;

* piBeHDb TJIOKO3U Yepe3 2 TOAMHM IIiCTs HaBaHTA-
skenns 7,8—11,1 mmoss/n = IV T

* piBeHDb TJIOKO3U Yepe3 2 TOAMHM ITiCTs HaBaHTA-
skenns > 11,1 mmouib /o1 = nifo3pa Ha aiarno3 [1J1
(miarHo3 mMae OyTH IATBEPAKEHO BIIIOBIZAHO 10
OTMCAHUX paHillle [IarHOCTUYHUX KPUTEPIiB).

3 — HaBiTh cepejl AiTell OKUPIHHA € TPUHANMHI Yy
60 % xBopux, y skux miarHocroBaxo LI/ 2 rtumy.
Yopuuit akaHTO3, FpCyTHU3M, O3HAKU CUH/IPOMY T10JIi-
KICTO3y SIEYHUKIB 4YacTO CYIPOBOJIKYIOTHCS pe3uc-
TEHTHICTIO JI0 IHCYJIiHY 3 TOAQJIBITAM (HDOPMYBAHHAM
rinepiHcyJiiHeMii, sika B 0ci0 31 CXUJIBHICTIO MOXKe
npusBectu 10 /], AKI110 3TrO10M CEKPETOPHUM pe3epB
B-KIITMH BUABUTHCA BUCHAKeHUM. OIHOYACHO 3
[/l 2 Tumy 4acTo BUSABJSAIOTH apTepiaibHy TillepTEeH-
3i10, 1110, IMOBIPHO, ACOIIOETBHCSI 3 IHCYJIHOpPE3UC-
TEHTHICTIO BHACJIJIOK 0skMPiHHA. [Ipo BUCOKY cXUJb-
HICTDb TPEJICTAaBHUKIB AE€SIKUX eTHIYHUX rpyn a0 1L/
2 tuny y giteil i miiTKiB yiKe OyJI0 3a3HAUYEHO.

4 — onucano nosiimopdism reris KCNJ11, PPARG,
TCFL2, axuii, 9k BBa)KaIOTh, CHIPUYMHSIE CXUJIbHICTD

' BiaAnoBiAHi 3HaueHHs:: = 10,0 MMOAB/A AASI BEHO3HOT LiAbHOT KPOBi i = 11,1 MMOAB/A AASL KaMiASIPHOI LiiAbHOT KPOBI.

2> 6,3 MMOAB/A SIK AAS BEHO3HOI, TaK i AAS KamiAIPHOT LiiAbHOT KPOBI.

3 AOCAIAXKEHHS CAIA NPOBOAMTH B AaGOpaTopii 3a METOAOM, sIkui cepTudikoBaHmit HauionaAbHowo nporpamoto ctaHaaptusauii HbA . (NGSP) i ctaHaapTusoBaHmit

AAs anaHiny DCCT (AOCAIAXKEHHS 3 KOHTPOAIO YCKAQAHEHb LIyKPOBOTO AiabeTy).
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no 111 2 tuny. [lisgxoM BU3HAYEHHST T€HETUYHUX
nedeKTiB MOJKHA KiacudiKyBaTH MIUPOKY KJITHIUHY
kareropito — I1/[ 2 Tumy BiZiNOBiIHO /10 TIEBHOTO TeHe-
TUYHOTO JIehEKTY.

5 — 3a BIJICYTHOCTI KJIIHIYHIX O3HAK, SIKi 3a3BUYAi
npurtamanti I/ 2 Tumy, 1110 3a3nayeHo Buiile, 10ped-
HO B3STH JI0 Bi/IOM, 1110 B IUTUHU MOKE PO3BUBATHUCS
I/ 1 Tumy abo Tak 3BaHuil giabeT JOPOCIOTO TUILY B
aiteit (MODY), i nopasibimuii JiarHOCTUYHUIN Ta
JIIKYBAJIbHUM TIPOIEC Y3TO/KYBaTH 3 aJTOPUTMaMU
moxo MODY a6o nepeaiabery.

6 — Bemenns autunu uyu tijgritka i3 [J1 2 tuny
no’sizane 3 OGararbMa TpyAHOIamMu. [TouaTKoBe JIKy-
BaHHsI {HCYJIIHOM — TIOIIUPEHA TIPAKTUKA, OCOOIUBO ¥
XBOPUX, Y SIKUX JIarHO3 BCTAHOBJICHO HA TJIi JICKOMITCH-
cartii (iHOJIi 3 TIEPOCMOJIIPHUM HEKECTOTUYHUM CTAHOM

N2 2 2016

ab0 HaBiTh 3 AiabeTmyHUM Keroanupo3oMm). IIBuaka
KOPEKIIist crioco0y KuTtst (fiera i GpisuuHi HaBaHTaKeH-
HS) HAJ3BUYAIHO BAKIMBA. 3-TIOMIXK I€POPATbHUX
I[YKPO3HIZKYBAJIBHUX 3aC00iB MeT(OPMIH — €JIMHMUIA,
SIKUH CHOTOIHI PEKOMEHIOBAHUN 711 3aCTOCYBAHHS B
niteit (ISPAD, 2014), BUKOPHUCTOBYETHCS SIK 3acib miep-
roro BUOOPY MOPSi/L 3 JIETOIO Ta (hi3MIHIMHU HABAHTa-
sKeHHsAMU. [lominimenHst Yy TJaMBOCTI /10 iHCYJIiHY BHa-
CJIJIOK 3MEHIIIeHHsT MacH Tijia i TIoKpatieHHs (hi3naHo-
TO CTaHy MOJKE JIATH MOKJIUBICTH MOCTYTIOBO 3MEHIITY-
BaTW JIO3W IIpenapary i 3pemToo B JIEIKUX XBOPUX
HaBiTb CcKacyBaTH Me/MKaMeHTO3He JiiKyBaHHs (iHCy-
JiiH/MeTdopMin). [HIT TTepopasibHi Iy KPO3HUKYBAJIbHI
JIKapCchKi 3aco0u — Mpenapartu CyJib(hOHIICEY0BUHN,
METJIITUHIJ/PenaryiiHiZi — ChOTO/IHI He PEeKOMEHIOBaH1
JIUIS 3aCTOCYBAHHS B JliTeii BikoM J10 18 pokiB.

AoaaTok 1

Kaacudpikauis LIA, (AmepukaHcbka Ajabetnuna Acouiatisi, 2014 p.)*

I. Tum 1
A. ABTOIMYHHUII
b. Igionatnununit
II. Ty 2
II1. Tnnn crenudiyni THIH
A. Ienemuuni depexmu ynxuii p-xaimun
1. Xpomocoma 12, HNF-1a (MODY3)
2. Xpomocoma 7, riokokinaza, GCK (MODY2)
3. Xpomocoma 20, HNF-4a (MODY1)
4. Tnmi pigkicui popmu MODY

Xpomocoma 13, incyrinosuii npomoymopnuii paxmop-1 (MODY4)

Xpomocoma 17, HNF-1f (MODY))
Xpomocoma 2, NEURO D1 (MODY®6)
Xpomocoma 2, KLF11 (MODY7)
Xpomocoma 9, CEL (MODYS8)
Xpomocoma 7, PAX4 (MODY9)

THI/L (naiivacrime — gedext imnpunTuary PLAGL1/HYMAI Ha 6q24)
ITHIL/ (maituactinre — nedekt rera KCNJ11, mo komye cybomunuio Kir6.2 K-AT® kananiB B-KITiTHH)

3.
6.
7. Mitoxonapianbpua myraitig JJHK
8. Iummi
. Ienemuuni depexmu 0ii incyniny
1. IncyniHOpe3ucTeHTHICTD TUTTY A
2. JleripeuayHism
3. Cunzpom Pobcona — MeHgeHxoJL1a
4. Jlinoarpodiunuii giaber
3. Tummi

B

C. 3axeoprosanns ex30KpUHHOL HACMUHU NIOWIYHK0B80T 3a103U

1. ITankpeaTut

2. TpaBMa/miaHKpeaTEKTOMIs

3. Heomuazis

4. MyKoOBicI1I1/103

3. Temoxpomaros

6. MiOPOKAIBKYJIHO3HA TAHKPEATOIIATIsI
7. Tnnri

* American Diabetes Association. Diagnosis and classification of diabetes mellitus. Diabetes Care 2014: 37 (Suppl. 1): S81—S90.
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D. Enooxpunonamii
1. Akpomeramis
2. Cungpowm liienka — Kymmara
3. Imokoronoma
4. @eoxpoMOIIUTOMA
3. lineprupeos
6. ComaroctaTuHOMA
7. Apioctepoma
8. Iummi
E. Inoyxosani npuiiomom papmarxonozivnux aéo ximiunux npenapamie
1. Bakop
2. [Tenramigun
3. HixotnrnoBa Kucjaota
4. I MOKOKOPTUKOI N
3. Tupeoinui ropmomu
6. Jliasokcu
7. B-AnpeHepriusi aronicTu
8. Tiazuau
9. lumantua
10. a-Tarepdepon
11, Taumi
F. Ingpexuii
1. Bpomkena kpacHyxa
2. IlutomerasioBipyc
3. EnTeposipyc
4. Tamm
G. Pioxicui popmu imyniozo uyxposozo diabemy
1. Cungpom M's130B01 ckyrocti («Stiff-man» syndrome)
2. AHTWIHCYJIIHOBI aHTHUTIJIA 710 PEIENTOPIB
3. Cunnpom aBToiMyHHOI TosTienjokpruHHOI HegoctaTHOCTi 11 1T Tumis (AIIC-1 1 IT)
4. CUHAPOM IMYHOIU3PErYJATOPHOI MOJIIEHIOKPUHONATII, eHTeponarii, 34enyieHnii 3 X-XpOMOCOMOTO
(IPEX)
3. Tummi
H. Inwi eenemuuni cunopomu, axi inodi acouitolomoca 3 uykpoeum diabemom
1. Cungpom /layna

2. Cungpom Knaitadensrepa

3. Cunnpom Ilepermescbkoro — Tephepa
4. Curnpom Bosbdpama

3. Arakcis Dpigpeiixa

6. Xopes XaHTiHTTOHA

7. Cungpom Jloyperca — Myna — Bigisa
8. Mioroniuna nuctpodis

9. lMophupis

10. Cunzgpowm Ilpaznepa — Bimnri

11, Taumi

IV. Tecrauiitauii niadet
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