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l sdztsy Jdedvw, or despdd3" § dzO L Oh dlskz

1. dteJHd d&zdy M dOyodztsdzs MO~ Odtse s H
ftosw o dzjMROY 3 M IMOPPIMsMisOoa d dzO 25 %. MG pH J
sdBdiMEsd3 AJHJOM dtsd3 OB OFEMPDYt tspfigafd dd



13

MODY o Bldzdyd) Bl MO-ROtcdtséts HJOBjIsO 2 Is
&ZOdzdydj ttsHMmlse jdddStse f o jtedWdsOydjrR ¢
fsCsdzjdgd W Hdsd §f gfRlstsydes?2 d3OMMr flicjddzGe " ¢ o ©
Gd®gdzd & J B d .

2 . [ dzv B tsdz' "M d dzMECK-BIOD)Y G \PdcjOdzldsty etc dAty B j
fMlsOB d dz' dzts j Isd w4 dzd § L OBBsdzj 9 Odzedw™w M o]
ZOlssh O¢, ClsstcOW MsrtcOdgy § Isfyw ftod i
ftcj f Otc Ols SBCK-MODYe ¢z Bisdz! h ddemisea © § Oydj dzlst
Cdzd S detso Odzdese s G j s dzsB ddzO HisMisd e O sy
d CttetejSydj2 BeteOLO ydL dzf, ftod dzOL
MsartcOdzv j Isfw  d3j toJ dzdzOW cdff jteadzd € j dgd W
cdf jtgagdffC & dzdy, M dZEHO N dR HJJjE.

3. v ddy f ®KBzORINYEBd od@gdgmisd<
Btsdz " ddelse j MdzzyOje dd3j s lsmw  Cdzdded ud
ZzOB dz¥ HOj IsfpWw BBdzjj dzgjBZOGBYtedWilsdzr 2 Bd s
f Oydj dzlSOKRIODYd ) MOS Otedz &8 HJOB jlstsdg 2 s
YyofmstslsO fe¢dfsmucdPpjdmue Otolsj tod Odz' dats 2 G
sBEzMdzOe dzd o O Is tc O dzdzj J dzOL dzOyd dzd 4 dzd § ©
Isj O dd. 1 sdz' b d dzHFAAZMODYO 1g §f § tztgfs dzH the O dats
fjte®dz dzr R MO~ Otetsmdzad ¥ O h dn ftcj f OtcOIsts
Mizdz? ¥ sded dzdsgsyj o ddzr -4 ddzcdsBdIlstster 11

4 . t OLdzdydw o Sddddudmédes d dzOBBGHK
MOR Otcdzsets HJOBjISO Ek Bjtej d3j dader 7y J dz" d ¢
OmMMBsyddsM@izdd ~B il @zlsOyd?2 ftejHjdvs Ish
zOMmdzj HMise | dzdetsets OdzOBRdzj L © 5 dzOtlkzh j dzd W

ulsjfjdg HEflste jodshlsd
[ h desfyls! o' BECd ©WOMMydl' 8 OkOMm! &g

Nmin = 15.4*(p*(1-p))/W?
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GHJpIBYdHO] d3sj LGsugtsoieplsid omjdaz y O2 dztse s
WihdteddzO Htso jtodlsj dz' detsets ddzlsj tco OdzO H
I 1Ists? W tstoc dilz dzj d3d dzd d3O dz! dz" 2 MBDY ] d3

MsflsOoadd 76 yYjdssjC. [shlstsjtdsmls! t
dMmf sdz L s Oded d s ofmdiddsd, dzdat B dzCenpedrd@df lsidtsy J
OB stcOlststedsy 7 &gj IstsH . slsOlsdmisdyj s oOw

fiocscotsHdd&zOM! M dMftsd LseOdedjdz § OCjIsO 1t

dftesBOYdw tcOBTBIST

t jLzdz sOIsr tcOB®I' ftoj HiNlsOo Gz [ dfte E
Csdzctcj MMy G5 odezlstecj dzdzj d3xd3B f drfecisdztsdy € 6 iz
MO OdtsdBz HJOBjlsk o jcidfls,0B A 14dkdze @86
L dzH sCtod dzscdzse f 5y fete2BY o dd 2 Q 3 PO s ts dze
cujodsdatsedd f ]ty QrhsdzinC , B k& RN 5))drts B CLd
Ctsdgt jtejdzydd 5 bftcOodzj dzds MODOteds dg- H
ftcOCIdyuj MEts?2 CtdW jtojdeydd cutotej d3j dzde |
Otcls j e Odz' dzfs 2 cdf jtelstsded d & (1 sotsfdB dtsfy
ClHiOo ctsnte@iipgfded j vj - desdzse d d, s jtoj y O h
[ i HEZdOELSHdsd Md®BYf sL dizd) ft fnd mls J dsd
(1 sosfmMdBdteme [ 36 k&MEOESBH dts @5 s & 'sjdzc ts jj B fdzs
OCkh jtemlse |, cddzj Csdzsedd, fjted dzOls ts dzts G
(1 tpds dtem< , 222 qUsiipd 2 ME 52 RBzd sdHdmyd ] d
BiNHEBRZOtesHdZ if EYyOMmisdj di 20U T2 Otctizs 2 313 dzd
EftcOQodzj dzd® & (1 5o tsfgsl B @S s dzO0D ldgts)dz € IsAize
(f sMCo 0O, -d@0slBde 8P Yt Jisk Q) ddstc OCIEK to
stsdzctej M { dzHisCteddzsdzse s v dBdteMEtSES A J I
[ iNHEZdOKLSHdsd MdBYf sL dizd) ft fnd mls § dsd
(1 sotsMdedtemts, (8GBEE)2MEB C(tdctej MMy ¢t
2018) ; I i 220 fdedch§lls2y j MC 52 Ctsdat J o dayd
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Eyomsdjdd c¢co¢ClskzOdzr dgr | ot totsfmr Mo toj d3.
tcj 6dsdzr &) j(ljQasCUstce, 2018); [ dsotdy ¢ tsdzc
(s4q21 v Oz dz, 2018) ; otetst j2MEsd3 € tsdz6
(84@Qzde, 2008BHNMNIBNEs2 & Y HdNyd fo@d =@ wdz
CtsdeW § t6j dzyd f & YHEROtGEH d2" &3 [ WR@ld: j d
Bsdzdsstcd dze © € EZff tcOo dzj dzd ¥j & H [21d2®4c s R dlats dizts fif
s Mdmisj Bdets? Bddzsedd s, d20d2i0H)d.yddad (1

RMMdzj Hiseo Odzd J sifftfj ezhify @dzb tcfjL dH j dzls O [ A
d Omf dtcOdiRl®Sc ¢ (CReOIdAssd3 { sifmd?2 MEses 1dzO!
20166 6. ), HtHdzjdedjdz | tcOdzlsO | SROMBELMQ 56 tis
CtcOdzglssdz HdzW JBosB F2HUYsdas-[BN jMlso O s
(2017) ; stej o j &z GctcOdzstsdz 1 sotsMdBdiME 56
BsdzsH T A ftojf sHO9® Olsj dzj 2 (2018) ; Istcj o J
COtcHBdzse 59 (2019) . 1 Is 4 d3d dzO Iz y dzts ¢
(e j2MEB2 ¢SOH B (2018) , | shizH Ot
(2020), ltjddw [1tedd cetstesHO 1 tsotsMmde dicf
d dzdztso Oyd2 (2020) .

dbftctsB Oydw HdMMJ tels Oy d ts dzdzts 2 tcOB SIS
fj B dzOtej YRRz RAL & 02.07. 2020 ¢.

l1Bdzd S Oydd

It B3O jtedOdzOd3 HdMMjaBEZOR g dz" B @B iso
ModHjlsjdzt Mlsoe © t ctsmMizH OteMmise j dgdes?2 toj ¢ d fi
tejedmlstcOydd M JjydodzdL qtetseo Odzdets?2 S tsd3f ! ©
ZyJ elsfps sHduyud MSdr T oMmMtsBdv, 11 MmlsOIlsj2 o
o] Csd3d dzH 859 Odzdz" = 1 jJtojydej &3 1 ¢s ( sfmd2 <
onBBHWh dR o &iYHEZRZOWSHAEE W ]jtcOlsdo dzlz®
Web of Science d/ ddzd Scopus.

[Bi j&5 d MiiekSkkte® HdMmMmjwlsOoydd
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r dmmj clsOyd tsdzdzOv tcOBBISO dL dztsy j dzO dzO
ddzdze Mistcdtcso OdzO 60 OB EZJYOdRBd d 27 tdMm
zdlsj tOIskzter |, G dzOo r BOIs j tod O dzr d B3j IstsH
mMse Mise j tedzj R sadzd ? , sBMmMizyHjddy §sdzizyd &
or o sHB, OCIsdqudmMedr tj Stsdzd dzH Oyd2 d f
ydlsdtokzj i3s?2 ddlsj tcOlskzter o Cdz6 yoOjls 325 df
282 L Otk jyd o.

[ dydzr 2 9C dzOH Oolstste O
[dydzeaPmME]] Oolbttt® wMEh j Mise dv dtsf! - dzC

dmMmdzj Hse Olsj dz' MC B2 twOBIST . bolsstesd MO
sBLBte Motcj d3j dadets? L Otekze jydets?2 d slsj yj
Cohbtitte s st toj Hj dzj dzr CtedIlsjteddd. Hdzte O

L dHtsCtod desdzsc O3 A ] B' dzd BBBL dZOYj dzf Cto
yofmisdy §Oydj dzsse ) W j dzSIGRLYY af y M ihdizgd
bolsstesdy ftotso jHY dz fsdzde" 2 Cdzddedud MEd2 ts
dr twiHMmlse jdzdzd C s C Y Bts@j JsO85Q , yi teis ds js tc dz'
f sHIso | toy MODKdA t=3m dzj [ 1R d vyJjtegi stcd G
st dzs?2 cikzffr Ooltttsd B"™ dzd thHRsELY &
MY stedzdtetso Odz0 ctelzf f © MteOo dzj dad W . bolstste
¥ d dgh ddz | w1, sftejHjdvd 0L OddwY HMEY
cddzj Ssdzsc OR3d BtcjHjdZVdz SOSISdSE o jHj ded

polstste ftodded 3Oz EZyomisd ) ddzlsj toff toj
tcjLlzdz sOIstse zOB BtcOlststcdzr n ts B fy dzjj HAS o0 Qizkso
Bsdzd sstcdtctso Odzahw s B B sisL HOBO BOL O HC
McOo Iststc ©d3q LOtjedMmMstedtctso Odz0 C B! ¢ Isj |
tsfdztso Odzd d f sz yj dzdz' = QeplsRizdBHBOEH MHE Of
BOIsj ted O dzO, 0dzOdzd L d de@iAz 0 dp@izdz" A dzldcj) te izt
Mo lststeMmisej B'" dzd dzOf d MOdz d sfkzBdzd¢te
o] Csd3j dzHtso Odzdz" = 1 jtojydzejd&3 1 ¢s, o CBlstster
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10l ¢ 1 Jarft JrRurtouvul 3

1.1 4 On Otcdzr 2 Hd OB j Is: s toj Hj dzj dzd
C ZOMMd¥ S Oydd d HJOCdshisdS d

t OMmYf tesfis tc Odzy dadats fyls - o[ o jdzdydes O0j s
H O dzdz" d3 BB Y HIzdzOtctsH dats 2 HdOB JIsdyj M 2
tcOMf tetsMistcOdzj dedals.Mise &L toO MKWIRD2dz jcldtc ¥ ls G
(463 &ddzdzd sfapd UPHaBE j ¢ §F sddyd Mse s dzdw . M
MemMis O dgtedz 5B dztso j & [ 1 73] . ] 56 .1 Hz® dig'S dg o
ZzOyd s dzOdz! dztsG s 1 f dHJ] B3digjdEsypddoudgdEsces s d i
ftotso j HJ dedlzis 6 15 dz0 sjtetedlststed d t sfpfd2 !
o osMistcOdzj dzdetsmisd w1 2 Mtej Hd T8 O tc A tetdes t
or wodzjdz fftoj OB s 8]z 5, BetsmMdedtemMSdj O
Bsdzy § Iteypbd o( BbMizsc 51 wzDEf i < O .  d3d
or mMsCd?2 d tyj dz o wintLrd2? otc d éndzd MteBRLhoddjls d ]
FINRISK [4].

J Cdzd dzd yd M< d -~ tej Csd3y dzghH Oyd v n c ¢ dz
B HdYyddzmM S 52 fsddsh d Bsdz df d3 MOR ORc.dz" [A3] HT
[ .1 ZJMsORs o 2(ME ) fted HMIsOo dzj dzts Mmdzj
CHOrR Qtcdat  @Bijlss cCckff O d&BilksOBtsddY MEdnA
A~ OOCIsjtedL s hdamw "ttsddy MEs2 edif jtec d
zOtclkzh jddw Mmj Ctejydd ddemizdzd dz0, Hy2Mlseadw
mistsdzd yd ms& ow cdfjteedds j i3dw fftesfo o jwirH 4 O
HdgMWEdRSE ydi2 d dzj HsMIsOlssydetsmlis:! & tc OL dzd -
dzj tco tso , MidteHyYyo d SCtee jdtsmde =« MsMikzHBO
CdzommMdW d S Oydw MAI-m OQtcdese s HJ OB Jj IsO |
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KNACCUOMKALMA CO
(BO3, 1999, c gononHEHMAMN)

CA 11ana . .
JecTpyKuuA B-KNeTok NOmKENyLoUHOI Kene3s, 0BLIYHO NPUBOALLEA K aBConioTHORM

+ UMMyHoonocpeqoBaHHbIA .
MHCYNUHOBOM HELOCTATOUHOCTI

« gnonaTuyeckmit
€ NPeUMYWECTBEHHON MHEYNMHOPE3MCTEHTHOCTEI M OTHOCUTENBHON MHCYNWHOBOR

HELOCTATOYHOCTBI MAK
CJ 2 Tana A

+ CpeUMyLecTBEHHBIM HAPYLLIEHUEM CEKPeLMUA MHCYNMHA CMHCYNMHOPEINCTEHTHOCTHIO
nni be3 Hee

+ TeHetnueckme fedexTsl GyHKLMM B-knetok
+  [eHetuueckmne fedekTsl JeRCTBUA MHCYNMHA
+  JabonesaHnA 3K30KPUHHON YACTH NOGAENYLOUHON Kenesbl
Dpyrue cneuynduyeckne TUAbl +  SHAOKPUHONATAKM
ch + O[], iHAYLMPOBAHHLIA NEKAPCTBEHHBIMKU NPENAPATAMMA MM XMMHYECKAMA BELUECTBAMM
+ Wndekuun
+  HeobbiyHbie dopMe IMMYHOROrHYECkU onocpefosadHore CI1
+ [pyrie reHeTiyeckie cHHAPOME, MHOTAA coveTanWeca ¢ CJl

lectaunonmblil CJ1 BosHWKaeT B0 BpemA GepemMedHocTH®

* Kpome manwtdectioro C

{dMzdeE e ZOMiQd® d ¢ OydY o f(sldfdzd, dedlvod9do) .

RLOj Mmilsdz 2 Odzd ed ¢ Odzm ¢ d 2 H d O BAjHersalzs ¢
WstcdBzdzdtclz jIs [sOC s sftej Hjidd bz | f tcs & ©j D
L OBtsdzj 98 Odzd 4 , ftcd Cltesdy tedMm¢ tcOL 9 (
BICtesMsmMzudmisr L OB tsdzj M@ dize 2zts d O Mmdsytd Is
cdf jedzd S jdBBdj2 (Vivian A. Fonseca, 20C

gl IH]MstczL O YoHYJ ZEHBYd2 X jdzjL
OB Mts dz Is dats 2 d dzm iz dzd dzts 0 52 1 dedgQutadAr) Isj Qisditsj y dziz @) |
tsB d3 dzO, 9" L & Odadzts § ftcj ddi3zh j dztsiyls datzts2( R
slsdesmd s j dz! dzts 2 d dzmbkz dzd dzts o 52 dzj H sMIsOIs 5
dOtelzh jdzd j &3 M St ydd ddzmizdzddzd M rRt ddzd

MODY ( sls Odzc dz. Maturity DOnO@e®tcdi &bl
oLtiesmMdzce s ISdf & j s d3dizlg,dzse § g tc dJattgs ad d j H j=iB |
Gjlsjtotsc j dadzlz ® Ctolzf f Iz L OB-is tzgzg @ezdzB dzr dy
RZOMmMdzj Hse Odzdw, fJtedotsAW §ECSE wmMEBY I 28Y d dz
Motej dzgj dedzets?2 C ZOMMdW S Oydd MOR OtedetsE B  H «
sdf Ood a1, ¢ Mdels dOulgodn W3l dy W J ¢ Is 5 d3C Mzl 26 § ¢
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Hjdzjdzd j o3 dz@ Y tsHIsdyr o ftstslse jlsilsedj
(MODY1- MODY14) [90; 200; 210; 241].

Opyrue cneyndunyeckne tunsl CI:

« FeHeTveckie gedexTsl pyHKUUN B-KNeToK

- MODY-1 - TpaH3UTOPHLIA HeoHaTanbHBIR CO¥
- MODY-2 - MNepMaHeHTHHIA HeoHaTansHLIR CO*
- MODY-3 - MyTauwa mutoxoHapuansHon JHK
- OueHb peakue opme MODY - Npyrue
= leneTnveckne AedeKTbl AeRCTBUA WHCYAWHA
— MHCYNUHOPESUCTEHTHOCTL TNa A - Cungpom PabcoHa — MeHgenxonna
- IlenpeyayHuim - Nunoarpoduueckuin CI

- Opyrue
« 3aboneBaHnA IKIOKPUHHOA YACTH NOAMENYAOUYHOI XMene3bi
- NaHkpeatnt - [emoxpomatos
- Tpaema/ NaHKpeaT3KTOMKUA - DUBPOKaNLKYNE3HAA NaHKPEATONATUA
- Onyxonn - Opyruve
- Mykosrcymaos

= IHAOKPUHONATAA

- AKpOoMeranua - laneptupeos

- CuHapom KywwnHra — ComatocTaTmHoMa

- MwokaroHoma - AnbfocTepoma

- PeoxpomoyuTOMa - Opyruve

= C[l, MHAYUWPOBaHHBIA NeKAPCTEEHHBIMK NpenapaTtamMi MAK XUMWYECKMMMN BellecTBEaMIN

- HukoTwHOBaR KMCNoTa - Nwasokong

- MiokoKopTUKOMAE — DWNaHTIHH

- TupeouaHbIE FOPMOHBI - MexnTamuamH

— d-afpeHOMUMETHKK - Bakop

- B-appeHOMMMETUKK - a-uHTepdepoH

- B-agpeHobnokaTopbi - Opyrve (B T4, nededue BUY, nocTTpaHcnnaHTauMoHHBA
- Tuasznasl ca)

= Nnderumm:

— BposaeHHan kpacHyxa

- Uuromeranosupyc

- Apyrue

» Heobbiunbie ¢opmMbl UMMYHONOrWYECKI onocpeaosannoro CJ

— AHTMTENA K UHCYNMHY — AYTOUMMYHHBIA NONUINaHOYNAPHLIA cuaapom |l Tuna
— AHTUTENA K pPELIENTOPaM MHCYNUHA — IPEX-cuHapom

— aStiff-man» —cuHapoM (CUHAPOM «pUrMAHOrO Yenoeekas) — [pyrue

« [ipyrie reHeTNUeCcKNe CMHAPOMBI, MHOrAa coveTalouwmecs c CJ

— Cungpom NayHa - Nopdwpua

— Arakcua Dpuapeixa — Cunpapom MNpapepa-Bunnn
— Xopen MeHTUHITOHA — Cunpapom TepHepa

- Cungpom Knaindenstepa — Cunapom Bonsdpama

— Cunapom Nopenca-MyHa-Buana - Opyrue

— MunoTtonuueckan gucTpodua

* Nuarnos HeosatansHoro Cf] ofedHo CTABNTCR B Bo3pacTe fo 6 mec.

tdimzdzs § ZOMBH W S Oydw Htekzedr Isdfte dry

sOCdd GBLOLGE, i LBEYHG 25" da ¢ d
fejHfsOodvjls c¢jlsjtsdjddzs ckfflk t©OL
Lisdsdzsedud M, YOItscddd Isdud MEdasd d
LIsdds daj Mbkh jfMmlsokjl MsOdHOLlsd & Ctdls)
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Zdzed oQjam frglz" = Hdzv C O HEBSEB Btsdz des@ts.

o[ HJOGdatsisdtezjIsihw ftod ktetseodzj & dzs €
HoZCtcOIlsdets o dzOBtStOIststcd d BZdRtds /dakz i3l dzvf dzq
Cteso dA3dkydz'0/ dz Hdzv J11) d/ ddzd yjtejr 2
stsdzj tOdzlsdzese s s MIsO (1 ) vist to] ¢fi dzdizy dfdfef]
C Of d dzdzw te dzts 2 Ctesod BOoEEBHFAD JHEH] (W®Oo dziidss L
11 1Bdi3sdz / dz) 1eO0LB)1988gMmMkzdese 1. 3) [ 3] .

2.1. JWATHOCTUYECKWE KPUTEPUMA CO WU APYTUX HAPYLLEHWIA TMUKEMWK
(BO3, 1999-2013)

KoHueHTpauua raiokoessl, mmons/n'

Bpemna onpefeneHna

LlensHan KanunnApHaA KPOEb BeHozHan nnasma’®
HOPMA

HaTolak 1 < 5,6 <61

Yepes 2 vaca nocne MITT <78 <78
CaxapHbii guabet?

Hatowak =6,1 =70

MK Yepes 2 yaca nocne NITT =111 =111

unwv Cnyyaikoe onpegensximne? =111 =111

H apylweHHaA TONepaHTHOCTE K rMiOKo3e

Harowak (ecnu onpegenaerca) < 6,1 <70

v Yepes 2 yacanocne MNITT =78<11,1 =78<111
HapyweHHanA raMKemMua HaTowWaK

Hatouak 1 =56<61 =61<7,0

Yepes 2 yaca nocne MIMTT (ecnn onpepenserca) <78 <78

Hopma y 6epemMeHHbIX

Hatowak n <51

Yepes 1 vacnocne MTTT 1 < 10,0

Yepes 2 yacanocne MITT < 8,5
MecTaumoHHbIA caxapHblil guabeT

Hatowak nnu =51<7,0

Yepes 1 yac nocne MNITT wnn =100

Yepes 2 yaca nocne MITT =85<111

! [MarHoCTMKE NPOBOSMTCR HA GCHOBAHWK NABOPATOPHELE ONPEAENEHWA YPOBHA MIKMKEMAM.

? BO3MOMHO MENONB30BAHHE CHBOPOTHRM.

* fiwarnoa Cf] ecerga cnegyeT NOATEEMOATE NOBTOPHEM ONPELEneHMEM MWKEMHN B NOCNSgyOWME JHW, 33 MCKMIDMEHNEM CTYYABE HECOMHEHHOR
FUNEPrMMKEMAM C OCTPOR METABONMUECKON OEKOMNEHCALNER MK C OHEBMIHLIMA CHMITOMIMA.

Luarno3 rectayuoqHors C maser Guh NOCTAENEH HA GCHOBAHWK OGHOKPATHOND ONPEAENEHHA FTMKEMAN.

MM HANMYMA ENACCHYECKNY CHMITTOMOE MUNEPrINKEMNA.

t dMzd§ Ped@sMisduiMed) Stdlsjttdd MOROkdz
cdzd CJdasdd (201Bp , 1999
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] 2@11 1 ) SH B to d dzO o BL di3tsy dets s C
HJOedtsmisdSd w1 (tdmMkdst 1.3). 1 C€0Oyj ml
Ftetse j dz 06,5 MadgiEs dz! / ddsdzr ) . RMfMdzj Hise Odzd j
fn dimtf sdz: L s Odzd J O3 3 IstsH O s tdg ts19] Qinpddsicv
mMstslse jIsmMisedd M Nati onal Gl ycohemogl ot
|l nternati onal Federation of Clinical
Meslse jlsMisadd M tjw] ] dind" &3 L dzOyJ dzd ¥ d
Complications Trial( DCCT) . 4 56 dzO fn dzts tcsmmd?2 MC d d3
Mudlsoj Ismw FPtese j d (42d3ustizr / dgtsdz! § , O] 2 ; 1
Od3d ted € Odzim ST dig Yo @ dz! /| dkssdzr ) [ 284 .

12{ e HJ dMQOX] J

MODY (maturity-o n s et di abet e H d®bojLidchsen ldaffdf @
z B dzsH' &£ J tetsG j dzdzOWH 5 dPdzde@sdyssddisizis dzO ) dzj H
L OBsdzj 9 Odzd 2, sB EkMmdztso dzj dzdzOW BEIsOYydw d&3d
Cdz stsC ff BH Y J dzlz H 5 M@QEE25 OfsjORjlsLy'te L Z§ sfmyw  H d
LOBdz] 9 Odzgd Vv o j3tsdlztsta sfidz lofitple aedifnds Mf j yd W d -
OdzlsdlIlsj dz ¢ tsMls tc isketCatantibdglieSICR) IsC @ dglz (s OBOISH j
(glutamic acid decarboxylas@antibodies GAD) , Isd tetsL d dpftaplaphiCded L
cell antibody512,1A-2A) ,  d dzfjrisulmfaditbodiesIAA) . 1 ted H O dzdzts
sftejHjdzvwjlsmw 9" Oy J dzdzOW 9 Oted OB J dz! dzts Ml
By dzs 9" wWo dlIs! HOYJ ©® SGHos2 mjdk j: ls
 MesmMzndmlsr i3d ©hdsy dzj dzd v B3d .

lfjtar § Inatazingondet digbetes of the younge d OBBtcj ¢
¢cMODYeé dzOyOdzd ( Taftassdt] EafmesP B9 2] 6 1HAWS i to
zOMmdzj HMise j dedetsets dgj f tetsctej MMdtelze M j ¢t d dzf
tcOdzj J G(TpGeBAIR.B. [ 29 3] s dmMOdz 3 1 isdgd qzO figls
Witedis?2 dw[, nOtcOCIsjtedL kzsh j2Mmw tcOdedad d&3 oz
tcOB SIS f s Moy HidzosQ@izdcCelz s sme . , ) SIHAROK



Mdmlsj BOIsdL d totso O dzdats j MODR ts tisH iz B diff £ 5 0 Pzt .
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Ftetse Huuklc 2 ¢ Oyd j GKBODYfp Otc! I telisjs% 5H O %7 93
oL tcOMisdats? ctolzfif7T bW iHtfss iGdd] djds dfj I5,[9255] .
sjyjdedj HOdzdetsets Isdf O w1 dzOB dz¥ HOJ IsfGEK o
HJOGdtsmisdtezj IsmMw Rt d tydtjdedj [225].
dg Mdstsilstew dzO HdzdIsj dz! dz" 2 OdzOd3dzei L G df § G &
m BEOYd™Y 3GCK o wwQifHjt sMis tc O dzj PzdztBEHE 1o 5 MBI[ATE
sz dzgj d&z2d?2 HJOBjIsO E ddr IOCOwW yj, €C
tcOL o dIsdWw -ifsintzm J fpdzte © dzd @B G ezgt |1 ) -MO Dd f Hj ddB
sz yddadzgsdgz [ 91] .
[JBEl 1?2 Wistods' o[ z xJdh ddz dzOMmls
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Bzy ydde, d yYyombss sbdj yojbmw et otj &3¥ B
HJ OcG dzesfls d tc sM@DIM s IGEKIs iseo 28 Is C ded dzd 4§ M &
HJOGcdtsmisdtelze siqw  ftod tokzlsddedzr = tsBMdzj HiSE
feyddzr a dzdy cdfjtecdzd ¢ j 3w Msftcsotsy HOJ L
s B ssd3" w1 ©OLodo O s Ydagdys dzdd dfjstj "daf &
Gzt C5CddzOL T . RL B 26 ydowts ydda:f figkd j IsO¢ Y J
HOdzdzse s Isdf O w1 . [HAEZOSCBE kojdzdud ddy ©OI
ftedotsHdls ¢ GREMQDYOdA* 53 dtej dzdj d3. 1 K
etal . [64] MwjHdd?2 ddzHJ ¢ dECKNODE| @6 fEz
224C G BB dets E BHdsets §OydjdasO (o oL O]
HsMisd e ©@dF[@844,]6 | RIsOdzd d Ma sisign dig @ Ssp JO dad @)
Mdzz \3CY-MODY M 6y dtej ddj d3 MY H d 1§ JHigusidls d(d
s0Cddz tBtOL t5d3, sy dtcd dzd JjGCCEsE QP ¥ @ Mg ta i dz
Mz yowa, o MewrLd M yYyjd3 oL ddC OjlIs dzj tsB
Hd Oc dets fGBKIM@DY m 6y dtejdedj ds d g1 2. it O
St Hjdvjlshv GK-MODY[M]) dzstse . G
1 sCOL Odats, Yylsts &BOMMO Isj &z0 fted sy H,
Gdzte C 8¢ ddzOL T mMde Mo HisMistse | tcdzts tc OL dzd y
gqdizj s hdr HOdzdzz® BzlsOyYyds, dzgf - OtOCIs] tocdzts
MowL Odzs M Glsdatsmd ldojodtz” dgsf drdsw dzfstydiasdsd ,fi3d Iz
fzsHise o Blojls dzO edf jtedzdSjdigdds E y j dg
vO0Cdd3 BBKOL SA3;MODNYdztsIslzf fj SCG@Kizy Hize M dj
O) kdjtej dzdzOW cdf jtecdzd ¢ j BBdWY dzOIstsh OC
Mis OB d dz! dats 2dzj o Slasjdal JSadoRd o34 MW yd o ddzd HOYJ
B) kttseojdz2 HbAlc o Btdz hddemlse j Mmdzzy
5,7 %);
9 ) ftced 1 Juou ftedtetsMmls 6 dz¢ € 5L W3S de'ts/o df,
HOdzdz' 2 IsjMls dzj wodzwjlsimw OBMisdzs Isdz" d3 € tec
G)f @ydj dzZlstsMOBY GBEY jIs HJOcG dsmMisdictse Ols
H) o BEd "Nddzfplse j MMRD®J zj Is jdwsiidedsd ¢



33

f totsW o dzj dzd 2 Pov [ Oy j dis s 9 9" Wodzwe Isfw
EZOtelzh j dzd W .

1 Oydjdelsr i HJOBMPOBOERBols diff & MG Bk ds L fetOHNH
o Btsdz h Jdgmlise | Mz yojo dBselkzls dORtHJIS!
dzOL dzOyJ dzd W MO~ Otetsmdzd 3 O h j 2 IsjtcOf dd
BJted d3zj dzdzsfisd [ 74] .

sO0Cdd3 BBtOL sd3, CHzE®OElsf D" '] difjte d Yy d dzt
cdfbO¢ d cdfjtcd dzdOPEFHGCHW o cg §izds j esL G Sls
weo dzw e Isfqpw  f to d yGAESDDYAER ofgjtdsjdHvdzd d3d kZtctse dzv d
ff tetsy HjdedWw, dzets HJOGdesfisdtelze h dj mMw o fr
Cl@cL e lsdes?2 Wstedzy WwWodzwe Isfpw  f tod yd dets 2
mMsmistsw dzd 2, IsO¢ dn ¢co¢ dzj 5dzO1Is ©Odz! dz" 2
¢ dy J ted de mgd@izj dgddufits e dzd ¢ § d3d v .

HNF1A-MODY (MODY 3)

t OLoadIlsd JMAHINF 1@MMtsyd dtetseo Odets fm d dzOC Isd
G J WYFIA |HNEEAC Otclsdtetseo Odz dzO H dzd dedzes 3z ff dzj y
10 1 QL sdeHNFIAA T Hejjdzje Is  Is to ef sdfayts d3 S tdsas, s 65 'R
HNFIA(A) o C dzs YO j i40, HNFIAGE + Sl 102 HNRIAC) i { § L 5 dz
1i6e [182]. IMmj dLtdjtcr tBdZOHOtIs OCIsde dat
HNF1A(B) d HNF1A(C). [y Ltej &zs?2 5
OCIsdo datsfyls! L tsd3j tc HINFIANFU A B Jlsz J§ dz W O
ste ©dz ¢ o d § y qidS, f fCtdgjlddnaf-Quzj s H O~ p 4 U dzd, ¢
d wdekdzdtezjls d&df dHdz 2 cdddzls g ¢ dzjsaldstaGsi o2 W (€
o sy Odej i IsC OFR ftsHY j dZEH BYydets?2 Y jdzjLr
o Isdkk@df ydo, ¢jzagOMmlseze hdn o MjStejydd
B3j sOB tsdzd L d3j Gdzt CtsL T (GLUT2) , Istc Odzi ff ts
dzj MSC sdz' € dn B lstsn sdzH ted Odz' dzr n W ted3d dzls ts
ddzhizdzd dz@6 7]1.04 3} swodzv jIsfqpw o fMmj Bisdz h j H
Gi f Olssydlsse dcetcOsls Cdzts yjoeoks tsdzr o tOL
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B3 IsOB sdEqdzidigis$h. wtsyjlsOdzdj {Isdms WOCIBttso
¢ fscte) Mdtetse Odiddry s W[z ]y.d dl by J ud dad
Bdtmddzlsj L dzd flots ff tstmlpd] figfddgts,o , Of sdzd f s tetsls §
fddalsj L qtelz¥ " dn ntdiMmisjtedd d ¢t d&sPyudd!
OmMmMtsyd Oydwvw o BNE-HAGHzIdAY®E oGHEigr@iEdls oo dzsc s B j dz
211]-gdz¢t 80O0d3d dzlstc Oz Ng® Y L O dgdasBE8s] , ¢ dzd € © dzO
ndnls eddzO@ (f mu) [ 80] dq ~tdzi Misy ted dzO
J¥11) [100]. 1dd OS] OmMMtsyddttse ©Odz M
(RI W), 9 Istsds ydmdzj , dde? OtcC Istsdz BdsSE Otsr
HOdzdztse ts MtsMmistsw dzd W , o[@o2e3p@ W.  H dishif dex fOjdaty), d
fteduddz ©wOLodIlsdv HHNRDARIADY H | W3ef dzv ff sffv  d dzO
BzlsOyd wWHNFIAG j UG IststcOW ftcdosHdIls & tojL € sl
PCSKO (proproteinconvertassubtilisinkexintype9) [285].

RLO JMlsdes BBBdzj | 4HNFIARzEZOERdzjo] ctg Ot tc
dzd Rp.Gly292s[ 229] . J JjbjtesLdetslsds j d&BkzlsOydd
z B3 fmJj d3j 2 fn MODY ) l jazd S sBtcdIs Odzd d
s OdzdL s Odzr s ofmj 22 HU@HWds e j azO4 € dasdzQ@
0,28 &BzlsoOyd?2 dO dkzC dj ska Hi ¢ MisdkB®D | BMEo
BzlsOyd?2 &0 dkztdislsdH) [229].

s dzd dzd yJ M S CHNFIA-RI@DS didedn s Ols s ydzs o Oted OB § ©
o BBd hddmlsej MozzyOj o, B RO SRS EE !
oL OMSO dz20 wsdzj dzgs HJOG desmisdtetse Odegd W @
[ 216] . R34 ¥ Ismw  H Odzdz" | , Yylsts dzs odzdL Oy
ojtedwWdeiOydd HJdOGcdzisL © MODY. U OC6-d3 fiacqfL o
Gj dzOH diipti?] o L tcOMls Y oMlsOdesoa Cd HJOGdzsL O
dzsmdlsy dz' milse jil0digz Is EydeddzOs: & j d&zO [ 309 ] . I
dimmdzj Hsea Odzd2 © HibMEts®B d § SHtetsls INSAAS d3
sB" ydzets dad3d ¥ Is destc 3O dz! dzl€ s L [$ 5 dzjytis B dzls d2tsfiplz H
HJOGdtsL O [40]. [HdOCt HsMmdzy f(tetseo jHJ dad
(B sdp@sd / d) fedeshls cddsjkdd 4 bdf ¢



35

1ts HOddzr B ¢ j yg s s OWNEIAMOB BT 9% 2§ tej H j C
destcez@lz? Lktotseo jdz@ cdzdSC j B dOtsh ¢ d Ekt
[1]. 1 Otelzh jdad j -ddzezr Y ftotso Odadets?2 Mmj Stej ydd d
desmdlsj dzj 2 3z BIOFGA &) olstsdi'd@is M Hd OB J Istsds,
Mo dHjlsjd Misezjls b di dzdsxk § ded dzsdg@figfydzj 2 d3lz|
tcOdegdzd &3 S dzd ded yd MS dd&3 RBOWS jtesd3 L OB tsdzj 9 Odz
dzdL Sddi3 sy ydzr s f stese sd3 HEELA-MORY § s W Iz
LSMitejMMdj2 {1kttt WOSkSEO s Qs $ific
sBkfmztsodzj dz HJ W] Clssd3 dzOIsted 2 L O BGUIZ d3tt & § d
HNFIA Ctsdzlstctsdzdtelz j Is stc OdIGEM d§f T RB 1] ¢ j dz0 s
1B Ctpaps?, % HhAByd j HERMODPY o OdzOd3dzj L j
Gz CBLEZIdwW, E Btsdz M ddzMmlse ® stz Wis dzi J dzis ©
fsHyj el dzzls’ Yls ts ddzj dedets MtsyJj sOded G
fsctcOded ydets?2 cdzdCjd3dj 2 dzOlssh ©OC E  Oyd,
MisOls! ftoedyddes?2 BteOh jdzdw ¢ 1 dzHt5C tod dzsdz
[28].

HNFIAMODYO®BOSCIsjtedL zjIsmw Htosctej Mimdtelkzs f
fted Ctltesd3 oatsLteOMOjls ktose jda@ ¢dzd S j d3
sOCx 4 BftejHjdvjlsmv Mmdady J didded dng S te[j IsGsls]dat
&zdlsj tOlskzter , -MPDRY HNPE A&sfisddz@ielshmy dzdsOCy Jj
Gdzt COEBBdZO d Mdedy jdedd ddeStej sddzso tsagts + W\

sdzddzedydi MSdd (oMo dzpgOtcHfEBREAIS sls
cdf jeeadzd S jd3dd HEts orf tcOy j dzdzets? Hy Sl j d
COL dzd ydz' 3 Gtese OdzH OB d, H Oy dgiidy, H I digt
dHJ dzlsd ydziz & BzlsOyds [ 3% 9 | M dzlz Y & dsEQ@BIN F :
HJOGdzesMmisdtelzj Ismw co¢ g1 1, dzts tcOL 9 dIsd
dzj - Ot OSCIsjtedzs [ 93] . [ 1 dfm GIHFIA-WMODY dgd ydzls O j f
1 CMistcOf OdzC tej Ols d Y ME SR tc,f Ofip s1dBiE Hig R § 5 BzOHf @
slsmls Odzsmls! & f sud ydzr &3q ¢ dMmls Oz [ 216]
sfydztsy dzj dzd2 k& § OWOPRstsOCHE2HNFIASOS d
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tedmM¢ wOLoadldwy ®BGOSCtwsMsmMzudMmisr 7 thdztsy dzj
dLEzyjdedd Mmd3j tclsdesMmisd, BEMdzse dzj dzdats?2 ¢ &)
G j dEJNF1A ) McOQoadzjdzdd Mts LHBKS" d3d toisSH
f5C 0L Odats, YIsMsO Ofvie din difjNdHsldéts yls ¢ tols o ¢ dtc O® d2
Ctolzf f 52 CASWJ1E4H.dzv

stesdgd ©wWOLoadldwY w1 HNizA@9Yd Ode" cfy daje
detso stsBtcOL 5o Oded 2 T & J § @l Y flededzs dzv tcdzr - 0
HsBtetsC Oy Mise j dade" 7 B ERtsdzy 2 4 u4d dzd, ¢ C
M 4 dzh d da, dimf sdz! L zs h d A steOdz! dgr | ¢ tsdzls te
Gl § Olstsyj dzdz¥ dzWw tcdz" = C Oteyd dets i3 -MADIY6 | tc  fipG  {f taX
OHJj dzEBOISBL O 4 uddd MBMEAS@&T j Is AtSls d3dtc
dzso stsBiCOL 59 Odzd?2 E -MODY j deldftieoj H fiy dz"HjNIE 1 A
MCteddzeddze © M  sdish 1 8 z dzlzdsvic O f g G @ ts 6 ds
dzOL dzOy J dzd J I Mistetse j dzgMisH j o Oh d A ¢ ts dzls tc C
M sMtsBMlsoatso Ols! tOLoadlsd® OHJdasdzr f j Y dac

J zdlsj cOIlskztej s dmode d HJded yed QDY fnydry
Hiczeddd IkdfOdd w1 Ek BHdtscects f Oydgndang.

Hoffman R.P . fsCOL0Od SCddddyj mMsd?2 mMdzz yo2
OmMmMyddteseo Odgdzesdz M tOLodIlsdjdg MODY3 d
sktcOj o K2 d. MsOoels. sz dzd € s9 Odzts dzO B d

Blswgetshy ddgr d3 M BBj 2 dz" &3 O dzCdgfigd B, s d3 H clf fitsdz]
slsfiklsflsodjd R{, Ik C(chtiscs -MQOE disibs]d.c

sBicOL 53, HJO-¥M@BY BZNF 1 4MC dzt yO,  Is dz0O dzd
c S dzOmMMmMdyj M sese sdf © wr, Yls ts z f)dzts 3 &
HJOGdesMmisd € d W s to dir Hd B j s@O ddzj sIBG@

fjtomMsdOdkzdL Jteso Odzdese s f SHASHO ftod o j ted\
otsLtcOMIsO.

l sz Hdzedy dMMdzj Hse Odedy ¢ OL Odzd U
H OGHEBIA-MODY. 1t HOdMGW.& ¢ O@skElsO ty dts
L dzOu d Isojrdz jdztslz  f ORINFIALRSODOY , i yJ &5 Mtej Hd HJ s,
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esMind2 MS 2 WY Hdesusdfep: HJ3F 2, fotsy do O N
i3y MisdzesMBd HJ Is§ 25 9 GctstesH Oa [ BélanneZiaiteloC.
etal. [93],28% § OydJ dzlstseMOBDY HIPLARB] d&zd LB Ists€C
ftej Hdzj &5 R{ v f§Efi(ERISZEE .35 9

1 sMdIsj dzd BzlsOydrRNFlAes Btsdzj §fzi yYykzomilsead
cdisedzd ¢ j di3d yd ME sBkz Hj2Mlse ¥ ftoj f OtcOls 1
Mt Oo dzj dzq ® fp §OydjdlsOisd m w52, ddasd
MdBfs5BOSdYUd MEBs2 cditscddcjBddd ot o] B
wodwelsfifw IsjtcOfdj?2 o' BsMODY. @yttt y M
L OB tsdzj 9 @dzdf O yH § dzls s sMOfilp Y H Nz A O Isfgw o d d
[117].

s O0Cdd3 tsB tc HNEAMODY dzv B tsdz! h ddzfmilse j Mdzlzs
tcOLodIsd j LOBtSdz] 9 Odzdww ots oltstets?2 d Istej
cdfjtecdzd CJ 3dd dzOIstsh ©OC (O JqdeseGH O d datste
cdf jtecdzd € J &3d d, Gz CtsL zted d, s ted HJ dz oz
o tedyd?®O HJMmdzd fdgdhsjtels d .d, o shte j ddesfls
sy dzj dzd?2. 1 twjHSCdr MdzEyoOw s HOddOw Wt
1 CMlstcOf OdzC toj OlIsdyj MEts2 fOlssdzcedj 2. 1 tod
wodzwe Isfpw 1 af .

PDX1-MODY (MODY 4)

1 0dzS t6j Olsdyuj MSd2 d HEGHj ddAde jdiflRdz @ tsd
ddzhizdzd deso ™ 2 ftotsdtslststeds 2 W AC Isftsbtgf (1 iPrFsiuU) | i
GJjdRDKL. 1 jdzsC, G tsHJtcl jsdgrOMzm€ o ¢z y d fs datdztiz?
dzj MCtsdzr Cdn G J dzts o, o Chdzf jy Owd dzfigly dizf dz, € tsfR!
Gzt CCddzOL 2, BitesoaStsor 2 O®ddtsdH dz 2
olststesets IsdfO. lwslsjdd otedj yjd o tOL
L dzOydlsj dz dzglze to ts dz 9 Ccdzt CBL L OoadMd dzts 2
Lt dzts?2 EHtsAppgs@ PPYldzjsify e Md oz jHSifxizs ©C O
Clstster j MjStejlsdtekzels dJhheddd o MskOls
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ftcjHMsOoadzw jIs MtsB?2 tHddz dL G dzO 9o dz' n t
tcj cdzdtclze s 1 C MY toj M PEOXLdp 420 dzd dak)de Galgdzd® 1
~tesdsmMsdsr 13 (13ql2), MmMsmssdls dL 2 1€
GJdzgf wodzwe sfpw fJteduyuddes?2 ©OLo9dIlsdw 0OGJ d
By dls fwwdojmlsd € tOdedey Bz tOLoadIsds d dal
5O¢yj MODY4 [236].

Cl® stcedzsO s sHdZO dL dzO d d3j dad J dL zyy
BOdzed W j MIsdelzjIs BBM ydes © oL GOMIs] s 17
Mz yod, SC-HODY RBOXaddzhnw Lk ftsBOdHO d o
otsLteOmMlsy 14 dzjls, d fted O Ez@L dzOB dzism Q¢
NYddzi L' tBPBA-MODYW sCOL Odzr w©jHSEd] Mazzyod
HdJOBJIO M BYdjddjds [ 237] . 10ydgdalsr
Shdztsy dgj dedw, o yYyoOmlsdesmisd toj sddetsy Olsds d

I Bd "ddimise j MmdkdOddy Wde'dL gzl dz d
{HAZOC s dgj ¥ Ismw §HJdzd ydz" MOBYd iy @&cad v dzj s
MdkOcdzdfIsddessds [ 205] .

PDX1tslsdzsmd sy € e &z0d3, Jjet cdif jt
f SHY j dzzH 5y dats 2 Y ddzgLro. J dfmfdzj H 59 Odzd
fByJ dzZzH Bydets?2 yJdzjLr, d dzfn iz dzd dzts d3" d M
PDX1R N A sjtcOfdw Ctdstesdzdtelzjls ctstcdiztsdzOdz
sO0Cddi3 sPPDAQWEBdEY j sy flsj dydoOdz dats? Isj teC
dzj uj dedd b L OB sdzi 9 Odzed 22 fusiHAYtS odgAHAS Y [dAAsL
HOdzdz" | & € tod ISRDX1HIERMS 2 §f daisHdgdicy Odzdw  d H j dzls
Cdzjy ss¢ f SHY J &z H Bydzts 2 NY4godzgLr, ylis ts
fOdzC toj Olsdyd M 52 dqdzstcOL f dIsj dzd Odz! dzts 2 |
Istc O dz W ts tc BAPOXLdRj By izis s1s MEzftcj MMstedzss?2 sk
SdzC 56§ dzdzts?2 . 1 8COL Odets, ylbsts Mk s zdzw yd
1 Cif toj MM dPDXL, Gujlsds® W o dzw j Isfpw BOwLE j tesd3 dzi
LOB Sz 9 OdedwY [ 247] .
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HNF1B-MODY (MODY 5)

HNF1B-MODY fMtsfls Oo dzv% Is fdetisy ©5 o  MNQDY d[275h ) j
CHJtdzr 2 WOCIttc ctgj OB @GRl SI0C 3 j dL ¢
WOCIstste stc OdJCR I yd §sH2f tclz jHNRIB. ¢ HiEL
s OdzdL so Odz dzO® HAEzddzdetsdz § dzj yy r~tetsdIsmitsc
zOMmissw h jikglzd oac jwp dzj dets B tsdzj j HNFBBO g 2Oy «
s dMOdedzr = BzBEYdOM By Pdes o  jteoar -
Yyomlsts?2 dsCoOoddL Oydj?2 BzBody,¥d @ tcd-2 wzAgudEo
Mo j tej HC HNFIB CisHditclz j Is WOCIstd, I[scO®ldds
1 CMfte] MMdekzjlsmw o ftyjyd ~ SO0dOd yonr,
GjfOtsydlsOn, Cdh jyded € 4§, N Jd dzzH € j dzj G ¢
Isd sz iy , Yysts ftcdotsHdls € cjljttsej dadetsls
Mo w L Odzdz" j L OB txdf)eaddVdzdlsy fiftsjte?2n € sdi3B d dz2O0
1 CMistcOtej dzgOdz! dgr » M B ssBse [ 283] .

l Mmjd&wa, o Ctltste’ m HJOG datsls d FABD dz'
slsdzj yo,j lsmw 9" 6Oy § dzdzOW Wjdtslsdf dyj mc O
odzzlstcd zZlstetsB dats G ts d HylsMS e f jj #ofd lis @ 45 d
cdff jtet nsejdede d&3d FYSsoORd fdzsHO ddzd B
cdf sHdMmf dzOL d j 2 [ 166] . l s 9L totsfndzts d3
s Ezdzsd dzls j teisd yd Odz! dats 2 Codstf sdzj dzlsts? d
Cdzd tcj diffgDd dzd2z/ csH) . 1 Ols B &zzg O s9j §j &G
(9 Gidsodesdz dzgj MEtsdz' Cts CdMmMls CHteC SO BE
dZsr O0dzSd [ 166] . ] dyoO, L OB Bsdzj 9 Odzd j z ¢
MsOHdd ftsddyj MSt?2 BdjLdd §syjs, dby
Ctsd3B dJaddedzts 2 IstcOdemtf dzOdzls Oydd  sHY j dzzH BYcC
o [ 167] . dtcjHd ttsHMmIse j dzdzd € 5o ftesB OC
fOstsdzsedw M oL d@syder d@3 tcOLoadIsdj &3 § sYd yc

CCMistcOtej dzOdz! dzr | ftotsw o dzj MAPDY Y ¢ dzv G OIS
dzj HisMiIsOls sy dzts fyls - f SHY j dzlzH 5y dats 2 Y J dzj
fOdC toj Olsdyd ME ¢ OtctsW d*¥ , COdzr ydwds oyt
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fs5C0OL Olsj dzv n WiEdzC ydd 4 ud ded , cdf jtolztoc
Nddzyd S Od3j dedgzs B tsdzj L dz' tc O L dats ts Blztc O jd&tzj d «
BJ M dzsH d J z sz y wd de, O OGSy J dzd L 020y d
tslsH j dz' dzf 2 fzzyows [75; 125; 156; 166] .

] sMmdzs o | tcOLodIlsdw [ dzy 3 dIs
ddzmizdzd detste j L d M s § dzls dztsSindzjdls st . H duitpwWizdzSj-Ginig) Is
fescte MMdizyls B" Mistej 4, UWNEA Blisly O wd*OBd,Is
omMstej yols: mw wHdOBjJIdUuUimMed?2 CjlssOyqdqHtsL .
dzOB dz8 H O dzO iy Bl iflstcOW Hi St j dzeloOydw e}
fsor iMd dzihw fifo 6d3jddgjHis L1EB ,HWe O 6 H O) -MO DfYtc oI
Msud sOdedd M §tsyud ydgr &3d OdesBOdzd W d3d [ 4
odJtedWdydtetse OdzO O dzts B3O dzd v tcOL o dIlsdw B t5
Moyd sOddd M Of zOLdJj2 ctitsatd d rotsMmisO

\ J 2 Md - dByjdeSdddi” , d LsMe § dzdzs EZd3Mise § dz
Slsd3j yodzdm! k& § OIWMDDs Sfote ) HENEFRId 1791
9" L o Odzg dzd sHEEIBH gzdzj ydeflz®E d d&3d ¢ j dzOd3d , L
[ 75] . S fOsdztcecdvdd f sdzser n HfRB 5k dasf fite
CcHoktesegkzs e BOISE Iz, MddHicsd ( sCdlsOdzm§ ts¢
dzOtclzh j dzedw Mt j tod3tsc tc O dzd3” [ 303] . s to s d3j
OfmMmMsyddteso Odzr M twOLoadlsdj dd fJ yy detsydzats?
NddziL", Mo jlsazst dzj Is mifdae?, CdCad @ dzsdds s dyJdisu
gdizjsls fHtslsj Cilsdo datsy Hy 2Mmisea dj o wOLadls
fsyj ¢ [ 50 ;HNFEBNMJDY, 1lk@S¢ yJj HERA-MADY o RDKI-
MODY, sf zB dzd € s Odg d HJdzd ydz | s dmMOded W
sy dted dzd jidstsdyf tafod f sy ydes?2 § Ostsdzsedd ls
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fsHHjteydoOjlsqw §fsmdz ftoj CtcOh jdedw HJ 2 M
L Issdz sCOL Odzs My Yysts o Blojls dzO OFC bmMes O
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fsCtdzj dzdv " BGHd2 Mjd d, dzOf sBSCEHEACDYOWN f
cl3vecCts2e cdfjtecedzd ¢ jJ &3d 4 2, dz4 Istcj BzB N j
1t HMIsOo &Y Nis € dzdaldzg yd MSd2 MAzEyo©22 M i dml
HilkMCBd oL tcOMmlsy 2 ABGCB-MADY, § tolis B GdisHlsAs te )G
oJtedWdydtetseo Odz v, OMMtyd JABBE & dzézts R tc @ ) K3
[ 54] . 1 ddkjttOlskzte] ddjdlsmw Jjhy Hdt
dzj W mMdzse ts ¢ j dzj ABECSEMOPYoas BHOjddsI fiPS thhds o tsL tc OfMls §
MsyjlsOdedd M dzj sdzOlsOdz! dz"@ &3 HJOB jIstsd3 W o
DEND fn d dzH tcdevBI@pméntatelay, epilepsy and neonataldiabete’ |, C Csls
sO¢Yd Blsdshwilshy slkkhMisOoaOdzdy o© ©OLoadIs(
OmmMsyddise Odz M EENAY qedd3d] Gols seizsdzd ud MS d -
HOdzdzts a3 G j dzi dzOtcHir'® O 2 Isf) s sofigidsagta gizr = € Odzd J
tcOMYf sdztsy § dedz’ = -Cdigj SISOk YIS HY J bz H sydzts?2 Y J
Yylsts feswodzw jIsmw dzj otetsdzse dud MS ABGAS Isifpd oy )
ZOB dz¢ HOJ IsMw HdMWEdS ydwywy COdzOdzse, dets L O
9 ez HBYydzets?2 yJjdziLrj d dzj 2tetsdzO~. AHBCEE it
MODY W 9 dzw j Isfpw  fmdzj HMiso JABG§B dzz Is® Qg ff | oBEMY d
MddHtesd), Moylbojlmy M ©OLeadlsdyd w1,
ftocjHf sdzsy jded ] IstejBlzjls HOd dzgj 2" jets dL z1
ltd dzj yidedd otetsyHjdedesets ¢ d1 j todidem @nrdsc
BzlsOydw Z3HBCEC ¢ fzipj dzlstcOydw ddzemkzdzd dzO0O ot o
o ftojHj EZOA dztstcdsr qdzd B" dzO dzj L d&zOydlIlsj dz
otets)y HJ dzdzts G 5 ¢ dtf J tcd demEetfifdzeflzidz @ tc sl d el
Bz Is ©y d.M60 (c.179T > A) gd.G1555/ (c.46645>T) G JABLOB. v
Istej mndzi sdzj 68 BOd yds¢ o0 M cedftscedd®¢j &i3dud M
o totsy H J dzdz" 2 cdf Jjteddzmizdzd dzd L d3 Cstetcd G  to
Gzt Ct5L T d HdOpEGBHgHYEB® Y BElsO Mistslse j Isl
B dzd cGdftscdzd ¢ Bd U MEdiils dzjfedst smd 8. M Ov { o]t
HOGcdztsmisdtetso O dzO Iswy j dzOW f sMisdzOIs ©Odz! dzC
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MeHstesed, kwyjds] (stOyjddj ¢ dsEds
[95].

1O0dzdydj BzsOWBCCS fosL gfdejjls MStteejCls
fOydjdadsso fm cedfjtecdzdcj B2, yYbts Mmoawi
BzlsOdzlsdzr 7 Odzdzj dzj 2 cjdese € lwuf. AOCIl
ABCC8fidzj HEzj s ©OMMBOsteds Ols! COC § ¢ OL Oded
@O dzj yjdedj ftjfOwcOsOBd cwkffr mMkzd ¥cd

dn Hj2fkeadY [53]. [§dMOdO or fsCOW
ddze B dls 5t OO Isdedpy) ® Bists  § B IS UsOEEPR &t IsfjfO
fsHISMADY [ 54] . umfjhdr 2 'l §jtjosHO fy

ftcjf OLOlO®R] Mkd ¥tsdddoBsyjodd sfdnod
ABCGS [286].

KCNJ11-MODY (MODY 13)

] J ®&CNJL1 (potassium voltagegated channel subfanmly J member 11)
tcOMf sdzsy J dz dzO C-BicBlE&REPIEaR] M) 1d 1htshissd &
] J @CNJILL € sH d te lz j IsKirée2j atassiuminward rectifier 6 . 2 ) , Cts
wodw jlsfpw tSHdes?2 dL  He kG yff dssisjoH dzdmykz dg' G
(SURL ) .ir6.2dnlzBi jJ Hddzd yr sBtcOL ¥ ls f Ster ¢ OdzO
SURMEBI jHddzd yd 2, ColtcOW tjockzdzdtelzjIls- to
ykze mlseodlsj dzv dz" n Codzdjor n C OdzO dzts 9
Gdzte C 5L B8Misd Bz dzd tc t5 9 CUAZISIE SO d3f] dzfm Iz ods]f Y2©" Iskf §
qddzededtekzjls Mmj Ctej yde d demk dzd dzO.

[2sOydd o G J dzj OmMmtsyd Jtetseo Odz m tC
dzf sdzOIsOdz! dz@ &3 MO~ Otedz” )3 H d OB J KBNEBLL d ABEGRJ
BsyJls orLoOl! fYtsorh jdadzze MmJ Cted yde d dzm
BdzOH j dzy M B [ g BL to@hyldgs HAzvY f Oydj dzstse
dzj sdzOIsOdzt desd3 HdOB jJIssdg3 HdzZw dHj dzlsdW ds Oyc

l Oted OWzlst ts dzd d3ts tc WERIK d3@s5 2 1 9) KCNJAO (1187
f Oyd jedlsttOol Ctdastotsdzr ) OmMMsyddtetses Odz fy dy
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Il teesmmd2mMets? o BEstBQJ I/ HFT AL Odetelz) WIS tolzd
1 totso j H dzd® ROdzgjLIs O ¥ W o d E2IO M BIBGYPIIPydF 2 o s
dmmdzj H 59 Odzdz" ~ fsfzdvydwa [ 27 3] . 1 4 M
fsfezdyydd o woddzts OMPEGIOyEr 2 {[SUL,Bs&Y
BtcOLddz ME 2 orBtstcC ] OmMIHptRUPO YEfWiz® tfigizd weizts:
B zZO or wodzj d&zO [ 254] . 1 8COL OO OfmMmtsyd
ftocsosHddizzy IsjtcOfder ccdzdej dg€ zOBdHBAZ ff ted
Me Qa0 MSC 2 or Bt Bjtoj di3jdade = ¥ J dgh d dz
GJWCONIIM a1 [71]. J[HAdHkEZzS dIsERJ A AXNCYIUED S
Hisfistso Jtodzets Mo v L-OtlzMEsu@B2 of #iddSps [ 141]
sHstetsed o MtsyjlsoOddd M dzj tsdzOlsyQdi Sdd d
f ctsWw o dzj DEND dg] dzH tc Heiz@opmeéntal delay, epilepsy and neonatal
diabete} |, C Cthtstetsliidl IsO¢C Y J Blsdshwilshy lsfl
[ Odedz" 2 MddzHtesds OfMMmtsyd d tkKENIGLdE tefiff df OdsAsuizfsc
gL d3j dzd dzdw n © HOdzdzsd3 G jKiz§ . 220D Qs b js §
COdzdjorn COdOdtss, tcO i sifptierk jOdedz'f As Hdgl] dAfztH «
dzes d o dzj 2 ots dzO R Yybsts ftosweodzw jlsmw - dz
LOadMmMddzr 2 COdAgwdREz jCdp RRRCXI] dzGBLS, W dzw
IsjtcOf jolsdyd MEts?2 diBdh jdzt 8 HAzZW ftoj f OlcOIstse

APPL1-MODY (MODY 14)

] 4 PPl C sH(Jtclj tktsC z y Odnls etdzjschizdd2v y d d
ftesdd?¥jttOydd d weodwehd2fmw ftesdij ki
OHJd Y tsdzj € Is d dzO. AFPLL dudefigittsdzdj &e@ o so dzj yJj dz o
Of sflstsL O d ¢ tctsdzdARPRLI Gyfidte J[fipfiRd] te iz jylsifis o Is
ddemiz dzd detso 52 osd h j dz' &, o Cdzg yow MG j dzj Isdz
[ 138] . 1 € Ovyj MKB2jAKT) seringdti@etzizsldingse2i) OH Of Is |
BJ &zARPRLL wodzwjlsfpw 90Oydzr &3 BB HJOItstesd3 O
MSjdzjlsdy = & hyos, OHdEsydlson d 1 dztsls,
Mjteddze/ Istcj tsdzd datso Iz CddoL iz, o tso dzj yJ dzdzlz
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fBHYd dZEHBydes?2 Y Jdzj L. AKT2 OSIsdoedtlzj L
JqdzmMzdzddtsdz yjtejL W-BMf @&BuE ddAIddtsd X Is s5dz
APPLL dcetcOjls Btsdz hlzs tc ts dz- ) tej ¢ zdzv y
d dzilz dzd dzts o 52 ykze mlse dlsj dz' dzsfmlis d YJ tedL (
1dHOgdz dMmMMmdzj Hise Odzad W -6 @JARREL Mo ws'so O P B
Yydlstsf dzOL 30 IsNflayjj B offddgdfdz! dz' d3d Ol3qd dzts € d i dzts Is
tcj Yy fsstetso . dHJY sdzy S Isd dz (30¢r1 ©O) w9 O
OHd i BYydlsoOodzd, B EZOHOjIs {tetslsd o 59 SiPYVQIAE]IdsQ
d kEmMddzde O0jls ykemlsedlsj dz desfiyls ¢ ddzmkz dz

Wjtlsdd desfls!, tjckddikjls fodksstj MNGL t
Ld3d dz' h § ded § Iz tcts o dgw OHd sdzj SIsddz@ 9 jHJIs
fnd dzH to ts Bz .

15 HOddz' &5 dmftfeeise @dzg2 dzjls GARRRL
OfmMMmMsyd dtetse Odz" MORY1t&tOL ald Isufg IR dzj tetsH Mis o j dz
HJOB jIstsd3 B dzd dHJj dzlsd W d yd tets o O @PPLIdHAISEDYYc
5B dzOtlky jd&' © tjLbd O] f tcdzdatst C L tsdzdats
hiflsdeg jMytg "2, o SCwktter s wr HtojHiNsOo dzj
dzd sB dzOtclz ) j dz' BzlsOydd o hjMmisd dzOdB 50
(HNF4A, GCK, HNF1A, PDX1, HNF1B, NEUROQJ200].

1 S dzfirgsdzl Oy d W LBBEDR20617S8) dHj dzZlsd W dy
f 56 tsdzjqdsfovdz v dzifC 82 fj k' d f MODY. [ Ekloy
Mg d M HJOBjlstsds d dzOtlzh j dzdats? Istsdzj te O dal
Cdzdddud Mc¢dne MdBflssdtse cdfjteeddsj Bdd L
sflsOd d § B dzd jJ detsfdls fidzy egtho O flzd Hz0 & ehzd
oBLtcOMISO 38 dzjls, Cwlstster 2 WwWodzw jlsfiqw d3j HC
[ d f)f-gBtzlg Oy dw D 9 7096065047, r sc.2806 A,  p.Asp94Asn)
dHJdsdWYdydicsa OdzO o Ittjnr Ctsdzjddwr OO
ZO2Hj &z0 b dised i j s ddzf) MOS Owdy &5 Hd OB j Ists
ur, Ctbttr?2 dj woedwjkfmw dsMmdlkj dj B &kls
otsLtcOMIsjy 10 dzjls. v Htokzetets tisHMise j dzdzd



54

BzlsOydd D94 N, d@sedzO BT W tstddg® Odvr, 2 , d3dEE Idst
cOMf esMistcOdz] dzZO E oL tsmMzse s dzOMmj dzj dzd v
SHdsets desdlsj dzv  HOdzdzr » BzISOYd?2 Mt HJ
jJotesf j sdHdes?2 tOMmr [ 200] .

sO0CddB3 BtOL B5d3, d3dzts ¢ 5 WMBRRIZ dyediasaig Osdz (ddgin® O
tc ts dz- o BOLddydr = MdedzOdzr dzr = k2w, )
tcOLoadlsdd d OftsflstsL jAPPUlsd &Y yORY dz'daes, Is
mMowL a0 hdds tojyjtilsste OHJd{ tsdzj CIsd dz0O, dzts
flsd ddzmkzdzd dzO, Woo davg Jsdgts d3  Mmagd'x Hzl N ddizizf
OHdYy sdzj SIsddzsor & fd ¢ dzOdz' dz' dAPPLLY nUsO figtiso. Iz j
stcOdef stelsj 1 dzgHsfMsds d Mo w L Odedes?2 i  dzd d
dmmdzj Hso Odzd¥ BBSEOIddzd dzOM |  sdzd BOdz] |
APPL1e tOL dzddas&€d wjdmSdn ftesyj MMOS, APBUZS
Mistsdls dqLEzydls!'-f gtcalzmpzh gs@dzts ] glsts dL o j Misdz
APPLd WBmMWtstcddzdteses Odzedd d&O WL dsdsedyd Ms
l ®mlster n, APRLOMIsdJf dHdtsdd &jlsOBsddL &3j o
dzj Lo jMmisdes d dMmMmdzj Hiso Odedj ‘ARREE s BPEHDE &
dzdf dH 59 , tcjolkzdzdtelzj d@3r = OH i s5dzj € Isd ARPHY d
d BBz dedets 3 ©lseo jIsi o s QWpgy § of wals jj dzjj il s
dzj sBatsHddis tjhdls: [ 63].

MODY fg Hdcgj dedz’ a3 dzOfpzj Hiso Odzed § B

[ dMmOdad W MODY i Hd G J dedz” d3 dz0 fy dzj
dzj Bdzse syqdmdzj dedz" . [ Hdes dL f jteeor m MmMtsseh
(Msyd sOdedJ BEHNEIMIHHNFLB ¢ sdz@ B dzd € s B.Cetlals K «
2007¢. [ 114 ¢ BeijetsH.2etal9 [ 157] fdmOodd fjto
Bzls Oyd 2 HNFAJHIEIAEZ ff totsB OdzH O HorlghiG.tetaldf1&] g to o
ShankarR.K. etal. [ 11 3] f 5L HdAzJ J sO¢y 4 6fdmoOdzd
HNFAAdHNFIA. | dzdlsj tcOlskztej jMls: dgj MSBsdzr €t
Hiczd drn -C @dzezPm Ols O R MODY. Il s ofjn st dfi
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d3ts dzj € ey tzfidsd yj MC s6ts ftsHIse jtoy Hj dad W 3|
MjCojdzddtctseo Oded W fs widzge]telz. 4 9dzj Htc] O
HgOGdtsMIsd SO HGj dzder » Mz yoj ©® MODY flsO
RdAdzHdd &. 2@MIddzj Hseo Odzd et Qv tbo Mg W ¢ datS |
HdG jdzdz" 2 R OwOCIsjtc dzOMdzj H 5o ONEURODLGPEXL, Is ¢
MODY6 d MODY4 fMmtslse jlsfise jdzdzts) o' o dzj o
2015¢ . dimmdzj H s MO degl.d[13F 2 dcgl Hd 54 Htose Odz
dzOMmdzj H tf QopcHj] dzj des & 3 § Oydj dzlstsoe . J ts |
SzopaM.etal. [ 137] ®Bz&EOdgHYHBOIsjc jMPDY Mty lso
Hickz ¢ 53 G4 dzj , OmMMmtyd dtctso Odadzts d3 f dzO0
(HNFAA/NEUROD1, HNF1B/HNF4A, HNFAA/PTFLA

J t smimdd ydj dilkdsof @ 8 ftetsB OdzH 59, 1 fy
MsyjIsOdzed] Y Oejdzdzr » ddzd cotsL 3y dets 7§ O
Moy sO0dedj RBzlsOyf Ddzrod HHOISEOR — dMjOdROYE§ @HdzH T H (
MODY d Htkzetsdy cjdzf, OmMmMtsydd tcf dz® dztlztizdsc g
ZOMmdzj Hise Odzd §  ( EECK CHNE4AQ d INSRG .j dzOr tSH dztsd3  d
Slsd3j yodzsm:! Mmtsyd IsOdzd jGCK iy Iz @3lz ld3@ 15 ) JNSR 9 9l dnyg
BzlsOydd dZzO2Hjdzr o GjljtoL detslsdtsd §tsdsy

1.5 1 dWW%jtejdydod dov HdOCc dufod SHPO SMX
HGgOB jIsO

10 HOdzdz 2 |Bsdzj dzls dzj Mmkh jmlsekzjls OB Mt
CodStcjlsdesets kdfO wr k& d&dy M Hje® std
[ftojHjddls! ksyd 2 HJOcdsL Gyjd 9 0ydz
o HjddY §Oydidasjo, MO Omded >y O " j 2 Is 4 t
My dudidud MSdn thdtsy dzj dzd 2 .

dbeMds sdd &8 Stodlsjtedjd HJOGSdsMIsdCd
fOlstsej dedzts? BklkOydd o ¢j kOS5, MOBMsY(] &
o fsdzdej dzgdd [ JR. ltwtso jHjded] [ R .JdascB®
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Miststctsdzr |, Eydlsr e Ow or iMsCkt Mbsd Bshls! C
dzj sSB R BSH Jd BB Wstcdsdtctso Ols ! yjdzjoer j Ctolzy
RZOf tcOo dzw Is+ v  dz@ dMMmdzj Hso Odedd CtdeSto] Isd
ftestf MmisdIs s MmMzEegds OLisfigsted j ¢ dzp Mgk iz
Ctedlsjtedd w71 d w1r2. 16 HOdzdzr d©3 dfMmdzj H ts¢
ZOdeBdzj § tOMftesMisteOdzd dedz" § Wisted3¥r dsdatsa,
94% fMdzeyOjo HJOcdsMmMisdtctse Odzd fip! MLRY O g 1
fOydJ dzls’ f sz yoOodzd dzj CStstetej CIlsdzlz® Isj te @Y d
fOydj dzstse i MODY 1 v d HJOcdshMisdtse O
g1 2 [ 209] . I  Oc detsfisd € © B dzts G | dzdzts G 5

Cdzd ded yd MG 5§ Isd ud dzd § By jIs j B € dzO HerOa @
CdzommMdyd MS e R OtOCIjtedMmMisdSCz WOd®dEY j s
Clsster QA GJjdej Isduyd MS (d ftsHIse jtcyHjd MOD
Cdzommduyui MSdy Stdlsjtedd MODY [209]. 1 M
97 HJjdzj dzgd s W J dztfladdf@fEusion € difnts Lfotds dzwv ¥ h dn L Of
dr d fHwsejmlsd slketstc §f Oydjdalstse HdAzW dzOt
Slsdzsmw Ismw tlswesh j dzdzgOvW  dzOMmozj H Mis o § dzdzts My ls
My dud¥dyde § HozV fgrifls,dH Dictsasjsdglzisisodidz dt
orhjfjtejyudmdzj dedzr 7 Stdlsjtedjo daj dBsydls
ddsj s BBetOded yj dedetsj M tsdz' L soOdzedfj . 1 54 |
MODY, des d S dzddzedyjMmSdj, dzOBtstcOltstedz j R (
d ur 2.

1.5.1 rdW%jive] ez @@dzstip®d S © MODY  MC
sdf o

g I sHdes dL bkwyydzr a {dHtsCteddedz = d d
ftcOs d dzts, BOddY jfMmisdiekzjls His 40 dzjls. 1L
cOdedzd 2 ke jtlsOldy 2 fjtedsn. sdddedyudPmgo
fOydjdals tslsdzj yojls Y O)HE d Zyoh j dzdzts §
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md &Y Is s d3" Bsckzls By MfsCtsdls! Hdzd Is J dz dzts,
fswedls! mMw dzd 5) dH Odzdzts. ) Btsdz! h ddzmlse §
fslsjtej?2 BOMM"T Isj dzO, f So§ & edzdetizty, Of O p ts dzf
dzOIls j delsdets o Isjyjdedy dej MEtsdzr Cdnm dzj ls, 0]
f sdzdesds dMmistsh jdedd WEkdeS ydbUa@ds oA - [ D IS|L Bk
Csd3f § dzZmOyd d L OB sdzj 8 Odzed W Iswy j dzr j smis t
sy dijEdylsO0dedj dna M ddaW j Cydsdede di3d 4§ te
1L dzHsCteddedz” » Y JdzjL ftedeotsHWIs € t0Odadzaj 2 dc
[31].

ydimdzs Hjlsj?2, MtcOHOshdR 12 Wistoeds:
G fSH tsd3, st jdedzts © oL @Mmifjicdetsmid 51 Erjd
MsMmils 0o d dz % t§E2452184 | 3 g OBOY o MsCOW L OBfs
Ngdedzv dzHdd, zejivydd d skej2kj. [BMOW yd
31.122018 . © tA Mmoo d O HTADFS%Y[ XESHG,
ur 21 32% (1212 uJ dz. ) [ 43] . t OMY ted H J dzd
MlsOBddz dzf 2 tsfls SCcdzdyjMmMlsoaO® Y 0Oyd,j dzlstso
otsL tcOMiIsdz” Ri9c tddg fd4, @FL.TF 5dzj Is, L O dMm¢ d# yd weaq
GHJ] tWjcedmisted tctso Odagjfifils ofifds Q@M pef jdeiEsits ¢ todzdls j

Lictse j dz LOBtsdzj 9 O d3sMmisd w11 E HJjIs 2
otsLtcOMIsO eMdzj HIZj g =, f ted dzOH dzj X dets s d
Misjtfjded EZtBOdzdL Oydd Ijtetedlsstcdd ftotsy (¢
fsdzezfy d S dzddizOdyjmMSédrs EMmMdzsed?2. AOCIkB
odzdwels dzO L OBtsdzj 9 O zgsMlis: Hjlsj2 eofmjnA
Ctelzf f OF . J 1 dH j tcdzOdzH O R fts H Odzdz" O3
dimmdzj Hso Oi@&ZPL 1 ) 2 TBWXOdzH MC g 118 IdgjAs, o tsds
ML ddzsMmis! L OB Bdzj o O dzmLfipisdgdzdu?r 11 Jfifc ff=fHS  d2

1 d¢ LOBBdzj 8 O di3sMmisd w7 1 ) HjlsMC d3
fBjtclsOlsdzr 2 fJjtcdBH, I$ g Of £IEIC 2 8 {6 6 Is DS
s zOmmd ud MSd2 o Ol OWABL dsg g patf " MEMASY dzd v
LOBBdz] 9 OdzgdwY Ikdfdujde HdzW HJlJ2 d (SHTtE
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oLtesmdzr = [ 94]. 1ttd MODY tOLoadlsdjy CJjlbts
dzf RrOOCISjtedets. 1 Isdf dydze = fmdzlzyOwdey jHNCHEZ
Md B ssik3OIsd ¢ Iz, sSlstcOy O h Iz HyJWdydls d dzf
Cdaddduyd M ddad mMddBflssdadodd weodvelshw: iz
Bsud dMYf 2M¢ Oded j ; Mdady J dedd @XMAhenetslj zOT do
f ¢ 0L Odzts, Yls ts CldlBOYdHEL,h € G)lz Avtsofrple & Is
cOMYf tesMistc Odzj dedze” d3d dzOyOdz! dz' o3 ¢ dzd ded 4 fr
otsLOMIsjy dBEzZOHh ] 6 dzjls o slsdzd yylj8 tdigj Ish)ls
1" Mstes g , dJidd€ceH & Hdg) frvoy BJL o9dHdd& ~
sSOC Y j by dzspHdzddz dqL thdseodzgr = Md B Istsdis o
f Oydd dzlstso d@3dzOuh j 6 dd&zjls dd&Zdiels BBdZjJ o
MisOh drn 5 oaBLEOMISE d2ZO dBsd3j dzls f sMis Odzts €

l ststesMmisj §f jdedzr 3d HtodL dzOSOBd w1 1 WwWod
getesy dzr » & " yor d Mkzutstesed o dedrn; Wkt
tcOLHIGOYdIsj dz desfls: d dzgOtelkzh jdedw MdzO. | B¢
Hijli?2, Mzinkjl tSikjlsdls! fwWodj dzdd dzaj ¢
Bsyd d Br Mistets] LkECEkzHb gdddg ' MsiEBsW .dzd

gr 1, ) tslsdzd yd J sls MODY, tslsdztsmd Is f
L OB tsdzj 9 Odzed v o3, Is. J . Jets wOLoadIsdj tsftejt
g1 1 sftcj H dzw j Isfyw dzj B 2O s tod W Is dats j sy
CsHdkze h drn t©OL dz" | Lo j tfids 8y jCOhifiisttsed. o3 dilz fgdslzO dz
mMde Mo Bisdz! dz' n g1 1, LOBtsdzj 8 O dzgsMmlis H
WOClsstesdz tedMGC O HdAdzvW Ok IsStodjdisdstCdzdatsecdsy s IdHSO
DR3DQ2 d/ d é&R4-DHIBA ¢ Off dztsIsd f s9 dzts Isted GG |
COC offk®, IstcjBlZjlIsMmw.

I d O desmisdyd MSdJ BOWS Y torf Oklstsd d3d3lz dac
OkzlstsOdzlsd Is § dzO, Colster | fylsd dzof st HJ
i tcd Hd Oc desfmisd tetso Odzd g 1 stftcj HY dzv ¥ Is
shistese CsotsC dzj stsydz §  tpPlsasffdy) dO Is g jslipOdl
d dzikz dzg dzlz A A ; OkzIlstsOdzlsd Is§ dzO ¢ G izt GADH0 |
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sdtetsL ddeW AR AISQUAR] . 1t HOdal B3 v |5 j p !
HJOGcdsmMisdyd M2 yj dzdetsmis: 8 B EZOHOJIs Isy
Isj Mis -220, | ddO ildstg jds! jda®d GAD [GAD dIA-pAdfIds) I jdrr G
LO dej MEtsdzr €85 dzjls Hts HjBEISO L OB tsdzj 9 Qulzd
fted &@OddW jMmlsoOydd w51 [10]2¢ ¢gasftsqdzos
HAWW ] o] dedd Odzdztizlyls d U M¢ 54 Wt dsdiud dedzy Is jodz! lek
fsmdzf HJOc dtsfpsd ©ddy delstsla Télzd o weo dzw ¢ Is
BOdd W j MIsOydd L OBtsdzj 9 Odzdw [ 130] .
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tcOL o JNODY 8 , kdzdfsH dese s f Oydj dzels© Bzl OYyd2 o
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mMsdsded Isj dz' dzr = @ MzZEyYyOW L BScOjIs ftotso j H



60

sdf © dr . RL d3j tefff JAf{Ig d HEGc s EHalzZ| ju d dzW¥ st d3OIs C
dL d3d tod ded § 3 Lk tetsd dof 8o defiskz dzded@ .d3 wlzls d3ts dEY, S Ize
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slsojls dzO o dzzlstedoe j dedetsy ddzd § j esSteOdz! dzs
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oL tcOMlskz 65 dzjls %, dalEts Mesmdr®o v & 46501
fsfzdvydd [6]. 1 BCOLOdM, vyt d&dOyOdkts d
cdff jteadzd € jJ agd W z tctsH dIsj dzj Wzj IHdHjCsctlzts fy s t
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1 sWodjdedj sr2 bk Hjkj?2 d fsHishisS o
HgOGdesMisdSd IsdfO© wr [17]. t(JiLkd OIsT
BJtcO® MoadHjIsjdz Mlseakels & Cddddyj Mis?2 90
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i sls 1 % (44 MmMicy HdeJoils ©C iz j Mlse j dzdes L O
HOc dzsisd S d .

v L dz2Oydlsj dz¢ dets? cuyaifmjlstalc dzo § gizbizd ¢z, oL d
BJtoj d@3j dzdesfisd, t©OLtjh Oj sy {tadhydni~ e s[Hsts ota
o bjuyjddj Hwisd dzjls §tfmdzj ttsHtse [ 188].
tcOdzdzd 2 f jtedtsH B j-Ioj dgj Hzfztizfi)sd (BB &z B O tslicdpts
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shdsodzr = COjeted?2: tOdjJ Mkh Mmoo O
cOMMmistcs2 Miso ©; dBsdese jdegdz" | L OBBsdzj 9 Oded W,
Yyomilssisr HJOBJIsO k ddy W®BsdzZscHiects oL tcOMm
Bsyjls BMls! L d2OyNOpPY dOtlsBtedz? HJOGddsfls
4 k Bjtojdgjdeder = Y jdzh ddz [ 262] .

10dzdydd E yJjdhddzr twsHmlse jdzdzd C s M
ler . vsO¢C, dmMdzd w1 2 HJdOGcdtMmMisdteses Odz &
o jdzdyde Ojlsmw o 4 tOQIOO Y& ted Ly ddehog dz,f
Btsdzj dzd w1 . [HdAZOCts dOddydj dr I tBtsdr
HOdz! dzj 2P j &3z ko j dzd yj dzd tcdmMC O L Hr . 1 O
dd3j s hdr &zlsOydd c¢j dtseo, { t€deedtipzd8F~ 1S 8HC

Moporoebie 3HaueHWA FMIOKO3bl BEHO3HOM NAa3Mbl ANA AUarHocTkm MCH

['Cl, npu nepenuHom obpaeHni

[MIoKO3a BeHO3HOM Nnasmbi’ MMmonb/n
Hatouwak =51, H0<70
I'CA, e xope MITT ¢ 75 r rnioko3bi Ha 24 - 28 vepgene GepemeHHocT

[Mi0KO3a BEHO3ZHOM NNa3MbI® MMonb/n
Hartowak =51, H0<70
Yepes 1y 2100
Yepes 2y 285H0< 11,1

tdmMzdzs§ O BesMIsd S O | w7

1.6.1 [klsOydd o Y OCktstOr IlsttOdMSted y

1 © MODY 1, 3 d 5 Isdygr, Hd OG detsils d te
ftedrtsHdlM% fRzw®jd a1 [97]. [fEBdd¢t
Yyomilstisj Bz Is O WHfIR4A ¢ HNELA dgARC fagd uefd f j toc
BJjtej d3j dedzr =. M. &8, [ZuIFAlweds] o' W oldNEHAMUZE I8 €
119 f0O0ydj dasstsC f | WenglJ etal. d ff) 1§ &% q 15 B tEe)ash)o



71

or wWodzj dzr RBzISKNGFIAd © @ jCizdhgAs istgl. BzlsOydd
HNF4A d HNF1A o " W9 dzj dz@ % omdyog4 o (13/ 354)
1B SCtaps?2 d MsWels7/ 230)3 Mdzzyo©jo c6df Jjteac
sBEkzMdzseo dzj dz20 G jIsjtetsL de slsdz” d3d Bz ls O HINF4AR]
d HNF1A[22].

l1ts HOdzgdzr @3 He kR dMmMmdzj Hise Odzd 2, Yyofmlsts
Bzls Oy d HEFLA 99" W 9 dzvv dzO ! dzg yoh g, yd @3 k2 c
[ 298] . 1 5 MiEA-S)D¥KdE dEso Stetsy H J dzdz’ -, dzts
HNF4A, & %6 Mz yOjo fftcj Hj dzv iz’ o E®S tftdchfts o
44506 ) d %7 fltbsHsdy dIsj dz¢ dzOw dzj s dzOIs O dz dzC
cdfsedzd ¢ j 3w ) d3j H d O dagidts dzlz fc tizo dgvl 9 @ iz €
Mz yoOj o dzjtsBrBHd®BS odzzlstcedo jdedesy 99 jHJ
I'fd &3 d3dzOH j dzy Osigd N2 BOS teHsdyd Is § dz! dzts 2 ¢ d
dzj sdzOlsOdz! dets? cdftsedzdSjd3ddj2 HBdyjd BT Is
HNF4A st j dedets, JjMmdzd MEh jmlsokzjls lswgetsh
l Mjd3 detse tstetsy H j dadz” d3, z Ctlstster n tlsjs®wydd
HNF4A Htsdzy jdz BT Is! fHteseo jHY dz MCted dzd dzé  dzO
24 yomo.

[ dudddj cdfjtecdzdS j dizddd HECHHMPABY ff wefo Il
MetslsojlsMmMisaedd M iRz dHOydwvdd 5 o]
Gdzd ¢ J B Ud ME dn yJ ddgsdmisydte o ddpdlst” ¥ Wnjd&jlndzej Is
[ 109]. 1 MmdzeyO®j f§tsHIse jtoy H j-MAODY kd dkdz HIEN
MODY ddzedydoydvw ddhezdzddslsj tOtf dd Hdzy dzO
ftojHislso teON j dad W BOC tesmsdd d f ZcsHO d
ftoj HMsOd drsBtHL & Hdzv ydLded tjBj d2C O [ 22]

v Y4 dgh ddz MMOBIXF 16l tcts d3j o, ) B 5 dz!
HJOG dsmisdtekze smw sy yder § fOtsazsedd d
Odets BOZdWY 3 twWOLoadlsdw d&OLSd d ftyi ¢ o O
HNF1B [sO0¢ %OfdzEyo®Ppes d2O dB@Bsy jls BriIs! ]t
dqd&d v s fwor h jdadzr 2 toddgkB tstc Of o dfUsdE@ ¢ OO CH
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MODY. U tetsHflse jddzdCtses © Hds2 fMjd j
ftotsw o dzj ded v HBEIBOME @i Oede € dzd ded Wi MEd2 Mz
Y 4 dzgh d dz' 21 CGEBHO ofs otej B Hjtots?2 B to
HobtesEOwW BOKCO [214]. 1 fjttotsd Istdds
ZOItsh OC gl Bdz, dzOL dzOyj dz® dzfylz dzd dzts Is j
fcsBOdZHO Ek HoB®¥ cHdzs? MJlibisse Q@dz jujr tdi
f sys On . vydlsr e Ow dOddydy MjdBj2dsets O
BOKSEd d w1 diNEiBegdc@dzd g g tzso OdzO f OlstsaG
otej &3 BJtoj d3gd dzdesfylsd dzOB dzté H Odzs ! dBdzts G ts9
MOBSY esd ListsHl? daff fotsd L ©B4d daig®@ j &8 ¢ j Mls Oy«
HJOcGdzsMisdtetseo Odzs tskfMmbklsmlsadj fwOotc?2 Yy
Brdz o §tjHjkOR desteds' . | HOddgsd Moz yo,
fotsWo dzj dzgMODIWFH I OIs j tsd d toj BY dzS O.

1.6.2 dbesoafid) s tj &) ddzsfls !

1 ts HOdzdz' o3 dzj S sls sMODY zryd Oz dEis iGIK tofiy gz s C
mMejud ofmjn Nddhddz M L ey [ 1% 2 ]o.j tetBYW ISt
dZzOMmdzj Hso OdzdW dHJ dzlsd ydes?2 BkzlsOyGOK diizls OdgG
odzdw ils dz20 ykefmlseadlsj dz' desfmils: € dBOIsj tod dafm
dzj Is dRBzls OYGELH, 90 cizj dfOlsj tcd § OlstsdzcedwY i tcj
&zOB dz¥ HOIs* MW dLB" stsydzOW MJ Stej ydqw ddzmizd
fMejHds] 5, H® j BpOS @O" j) [260]. 1 HOddksd
Bjtj d3j dedetsmisd BEZH jIs BSftcOoHOds dzOL dzOy  dac
HOdzdz" d3 | 28BS sads2mtgQols. | f sz yj dets HtsMiIsts
94 MO E Hibj?2 MGCAEZl QYW dgRug ur] dpjizizlz dzd dzts
otej &3 B toj BB dedzetsmisd [ 5] . [HBZOSC B dats |
LdzOyjded?2 d dzj BStitsmMtejHbkzjls tedMSd, MmoawL Oc

1ddagj sduyd MSsdy bimbdse Odedd dzO dzOdzd ud
24i262 dzj HEPYEFd BJjIssHsd OdRRddtsyj dzlsj L O,
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dimimdz Hs9 Odzdw 1 s  dzsH O, 9" HJ dzj dadzts2 d 1
tcjLlzdz sOlstse tjh OjlsmMw HOd dzgj 2h OV ISOCIsd ¢
slsmMizlsMisodd oL @3sy detsMmisd 1§ tes®,] HJ A8 dz'c L] gt
Edzt stcOLokzCtsoats] dMMmdzj Hs9 Odegdj (VLI R) HdzZW
ZOyd dz0® fdzj B $dzd B J toj d3j dedetsmis d . 1 tod  dzO dzc
Fojdzdyd dedets?2 Sty dsMmisd -2y dptstsp) dfsditslzdO d
dzj sBrtsHJEMISEO Y ded d JdzmMizdzd detsls j e O dd [
fsHlso jtey Hj dzdW ® BERHEMJE dMidjHse Oded ™ 1 .
vOCd] SCtdlsjtedd ¢ OS¢ dested3Odz' dzr 225Rd P &
Slswetshy dzdzr 2 M d3j 2de" 2 OdzOdBdzj L. 5 wyp,
Bjto] B) dedztpfgfgcej Hiz® " J o3 HsMisdy j ded § d3  dets te dst
f stsy! dOftcOo dls! dEKY iy gzgeh §ezO0dzd § o ¢ § deO
[HdOSC & 9o d MmEhakgreAs et@.dzd dz0 dzd y d J slswetshy dz
BJtoj d3j dzdz'-MODY GLC KM L w1 dai tOL drgds§O dirgs fipslz Is
Sfted Hjdwdzfw dedy jCeRfdpd (ol j BB jdz @
(Bdzj BBSR'S dz) [172]. [Odedrr j ROLOSCI, t
teOLodIlsdw cdf j tcc etfEDjYR] df tafdtc S 3Ok s d3  dzj
ddzmiEz dzd dz0, 1 lsedsizj 6 &gzd Ozl j B2OIstsh OC . |
fted ‘b3 bdfj w1 dego" MsCd2 d dsyjls BT
ftcsBOdZH O, O tftcjHjdv jlsmw Issdz ¢ fted OF

1.6.3 [kkOydd, OmMsyddese Odzdz j
B 6] d3j dzdztsls o

I dddOkzte] s dMoOds dzj Bdetse syd fdzj dzdz
sdf OF MODY d, fMttlke jlsflse jddets, jhYy dsj dz
B j toj d3j dedmedd/detal. dfMmdzj Hso OdzO VDD (MSDYE)N E
MejHd 73 fleseOdHse M W deslsdy sdg MBNFYA, dzj
HNF4A, GCK d fMtejHd 51 yjdh ddzr fp qar [110


https://onlinelibrary.wiley.com/action/doSearch?ContribAuthorStored=Sagen%2C+J+V
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o jted¥dydeso Odz dzd o HAS?2 ctokzff§j. 150 Ht
BJtoj dgj dzdz" d3  J dzh ddzOdz i L a1 © oL tcOMmlsy
BjL sy dtej dzedw o 181 fizd 9 jted& dydtetse Odzg
OmMmtsyddictse Odadzr MODN, teddL & 6 KPR, MNMEPYRODE INS,
ABCCS, BLK v 0OSdj dMmMmdzj Hiso Otedslr 4 d tp® tgdzi |
BJtoj d3j dzdzr » Y Jdzh ddz dadsd 4 Is Btsdz htsj L dzOyd c

1.7 uotjdsjdedyr j OfMEjClr MOD OWBHMYdzd ) O

V Bfsdz! hddzmlsea O dzdy dnts HMO DLY O Bats d4f) p @alzd Jv
CRf j dzZlMdtctse Ols! tOYydtsdzOdz! dzr a3 § JlsOded j o5 «
J fjtedsH (odsotsets MLtejoOddw ftod  dz
Fedzj otsHdesEts B3] dz20O 1 wuwl dzOL dzgOYy O Is d3dats
yofmilsd § Gpdjpddytgdsmw f slstcj BdetsMmis! o ddemkzdz

Rdzmlz dzd dztsls j e O d W WO BYs dz! dz’Or J@)C Kzs yj o
Bjtoj i3j dedesisd ftod dOdzdudd BzsOydd &z GO
ftoesotsHdIlsmw, yohj E bOSdr 0O0ydj dzstse d
fdlsOodzdOdOtsydLdzad. [ | R dzO@ dzOdzd ydj oREIs O
dzj Hjdzj ¢ jMmMsOydd RBjlssHisd ORddtsyjdasjL O
HOdz! dzgj 2h OwW IsOSIsdSCO 9 jHjddWw B toj d3jClkzts 2
MODY, &k Clstste' n HE ftotso jigfofadyy HcRR X
ftcseo sH ddzOMm! Isj O dw 1l dul fsCOL Olsj dz
L dOyj dd¥wd ddy BjL djuyjddy [106].

Vv dzdy H-MBRNFltOLeoadld)y c¢df jtecdzd S j &3dd
Btsdz! dz28@ 3MOBEK [HBRZOCB E f OnywqDixs tsdz0 sfipizt H
B igs ftesctcj Mmdtekzeh jj Eakuh jddj kcdzj o st
1wl ddzd dJdzmbkz dzd &EMODYd @i IsHEF sz yk
lfl, CtbtstcOw orhj, yjd fted wr2 o yYJlsrt
ddzhzdddz) sBE O fEzlsj BdyHpkstes@Z§URL, tefijzs.
LOoadMmd iitse ts COdzd j otsE s ¢ OdzO dzO. HOWLT 9 (
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fsfmdzj HEs h d2 tesMis d&j 3Bl dezES 5 lsts | dzQ f B
COdz ydjotsets COdROERZO d ftodlktst dIodse ¢C
94 LJdS¢ zdg dzdzfmfilr dz€ dzj Is 5y dats 2 a3 d&3B tc O dats 2 d,
9" MotsB Y Hj dad § ddzhkzdzd dzO [ 315] . 1 51 Istsdh
ddzmbkz dzd dzO©, + WW Jj SIsdoe dzr [ HNEGAY HNF4ARLE 19 GOyddw) o3
LiIsdddd Isdf Odsd MODY dd3jels or MisC 80 lsydalsL fifske
Bsdzj j o' i et tedMC O edisedzdS jdiddd Istcj E
d tsMmisjfjddov jvy IdtceOydw [ 315]. 1j Lt
f4tjotsHO YHAHGeMi/Ep ditiem iz dzd dzslsy 6O dd dzO
diiststed ud M¢ d y@PS®B s dinf sdz' L 24 &3 2) , O &
fsor M jdzd COUjMboO NdLdd d kdazkzyhjddj
dzj MSCsdz €drn dMMmdzj HBO O " [ 147; 221] .

1 jBSdZr h 5] tcOdzH s L d tets9 O dzdats Cdzlstets
Ylsts 2 f§ OwHFLAZGDyY dd@ies H O dzts fiy ! o fwis! tcOL
Piesodz?y cdzd ¢ j d&3dd dzOIstsh ©OC ftod Htedy d3dy G
BBy IsW stcdzddz B dz SHJdZOSCtsots 1 WWJiGlsdejdz o
HOdzdz" | 6 ftoedjddz 1wl o Isjyddedj 2HNEAl -
HNF4A, Coshtster j] fsCOL" 908ls orf MsClze + WO j G
sBfmMdzjHEZjd&3" = [52]. uvOSCdd BBHLOL A, o dgJd
fitcos?2 dzdddd & § anpdDjydzlsds o HVPFDIMNF 4 Al §f 56
Yyomlsts dzOB dz6 H OzOM! dzO M lsA) dzn OW Is] de'MA toHsts IOEYL
f sdztse d dz' ddzd vyjlso j tclsd 146d8B dzg 8z ¢ dz@ LdzOH] o)«
HSLO 1ldf HBd &0 MmMisOesdvis! 1/ 4 s MlsO
dr 114 {JOydjdzsse fm cjdajsdud mMScd HMNHISE,
SCBd §0O0ydl desse  sdzzyodzd dJdmikzdzddslsj tcC
[ JdHEdOtcsHdses tsBh jMiso O s fjHJOIstedd
d ‘I dzj udidedJ MBfftetse sy H Odzts! Btsdzj J of
MtcOodzj ded® M dzj yjdedj s Opu X BBt 8 . tcOdzjff
ddzmiz dzd detsls j e Off d ¥ fted HJOG dztsHNE14 te tisa @Ftad
ZOL dZ2Oyj dzedi 1 ef od3i Mists dqdemMkzdzd 2O f sH € ScC
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O ZOdztse d ydzOw 1 WW¥ jCIlsdodesfyls! 1 uf -MODBEC ¥
LO dMmCdzt yjdedj s dziW)trn s f § € 6 @ty -MBES o
] BekOYydj2 p.R114W, Ctltt'j dqdjslk tOL
uzofmlsoadlsj dz desfylsd € dedLSdd HEBLOE ) uf
HNFIMODY ¢ luaf KOCOW yj, $€0¢ d k& ddy -
f Oyldsite f -MORYE 1 ¢

1O0dzd uydj skzls ONBLES JoKCNIILEBE o sz j s M Gt
dzj yjdedj HfOydjdalstse f w1, yYybt MmMewlL Odzs
BzlsOdzlsdzr 7 Odedzj dzj 2 cjdzgse € I wf [20]. A
¢ j dABCC8 Mdzj H L jilsOE®Ho Ol! COC §C0OL Oded j
cdfjtecdzdsj ®®dj 2 dO dzj ujdedj 1 uef, Ukt Mo
50CdR fOyd,jdadsse O ftoj f OwOls' HOdzdes?2 ¢ t

1JHOodzd] dMMdzj Hso OdzdwY JSCOL Odzd L W W
HNFIA-MODY OC¢ tsdzd OGO c &z lsdHisd) , S lstst
Mdedy j dedj G MisfcOdH JOd dets?2 cdzdS j kdd, ¢
Lkt cdicseddsjdkdd GftjHjdvddm' o 10
ZdteOCEIsdHO® BT &0 B§ MO0 §td dnfitdkziss:
9 G HNEJA9® MtcOoadzjdzdd M 1 o [ 217] . 1 €0
L teOc dzlsdH O o Isdpjusdiad?) HAJNSHBWODY, Ml Qs st OV
fjtcjojHj &0 f ddembdddetslsjwOfdd [311].

I Ced dzd yj MSdn fMdzzyows OSxyj §df
ddzc d B d Is s {202]. KatraB.etal. s dmMOdd kM j"h detsj Ht
(o ddzHOcdzdflsddz®@ d MdlsOcddflsddz® Mmstlso-jls
MODY, Cthtt’'j §dkkzyOodd Stdeddoydd Jdf
Bj sWistcdzdddetsds [ 115] dzO € 5@ W LsQde@® {f dzy s S dz!
CldSjBdui MS et SCSodstsdy, ds 06z sch
fOydj delstseo -MOPDWUNBYdjHj dzv j kY destc 5Od dzO™
CteEsdzO, des  WWiCls ddeStejlsddzO B'™ dz ki o
mdzd 3 § daffgls englds § dz' dzsflsd d dzl ta jOs  wlaP) W gt
I1Isdr f0Oydj dzstsoe . J sts Y4 aMODY i tof @
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fsor hj dzdzOW OCIsdo dztsmls ¢ -4 HdYdJ 7 Is d HzRdgtd
fsMisf cOdzH  Odz! d&zOv G dff jteccdzt COetsdz] W [ 2 4

1T 20 s dMnQdzsiby j Wiskze s dsdattecOdzd fidd sl
WisdgS 52 HjoetsySd m dwr, OMmmts ydNFAGER D). dzdz” d
ojtdWdcoOoydd IsdfoO w1 o dzj ydddd O f
ftesojHjddw [ 1R d BftejHjdzjddw {§ OlskicdQzdiz
Okse dzdf s dz, Hted 1 Istsds HiwEle dzs w@dgtisigy | dpdai
btesodzj 2 cCdzdSjdBdd. ook’ ftojHY sdzOL OFf tis
HNF4A-MODY B Zzfdztse dzj dzs i tser h jdzd j o3 Mmddasj L
fnd Cted ydd ddmizdzd dz0, O jIR®) o o j-CdfjdsBisdpC s
Ctolstste’ 7 fotsctej MiNdodets kA kz HNFEA Isfyw  f tod d3k

4 GShttesy dshis: 8 d&OL 20y 0O IsfmMw  ddze dB d Is
GJ @ANFIAMmdzedy J dz f syj yder 2 ftstetse Hdzvw ¢ dzt € 5
ftojf OtOltses &syjls o' L0k HjcdHEOOYJ
H O dzdz’ ldpheddorff etal. |, fdzdbpAldzee i § Oy d j GBRKEVEODY M
HNFIA-MODY ff tod Isj tOf dd G@kd B dflsdzicOfgfd W j 5 &
KSEHO $0O¢ cdt CtsLbtedw o' hj [51].

ltod dzjujdedd Y OMOPPMstEBS QL ©@ @R 1 d dzfM iz dzd oz
Cddddyd Mt s Mezzyoj slsdj yoOddMn! L dzOud L
Ctodglstetscdzy fsfdzj §jtej o BRXAMBGBESHSE B8] § GOJ
1, MmMdboOocdzdflsdds [ 205] .

sdzjHEZjls Sk&jlsdls!, Ykt dj Clsste’ &3 Bd
HGOGdtsL O ftedAatsHdIlsMY &0 dzj MStsdz €5 Hdzj 2
Mz yowrn dzgj ftesHisdzydlsjdz? desy o9 jHjdedj ddz
CO¢C fto@dizeO,jszmj Ctej yde ddzik dzd dzO.
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1 ole 2 motosuvrtrREVRSOG 1 [P 3m R Jrul]

2.1 1dLO2dz dimimdzj Hiso Oded W

rqL o02dz d 3 IsStsHT dmMmdzj Hise Odzed v , o |
mMese dzOmdw d&O EkyoOfmisdy o dMmMmdzj Hise Odzd (, B
CoBdg) sER UM dzd OdzedA Yuf kslssRsdsls 11).. 02. -

Bl JCIs dmmdzj His20Wdzed VY . 197 20®B OdzZHSD 9
dzj s B dzd dzOf tcOo dzj dz I dzH sC tod dzs dzts e O a3 ¢
SdBjsats, | BoasClZLdd ys o, sODKUEOEZTZOS tc K O!
wdddOodzaegdheyu HAY §oHise | oy HMORM W / 1d6X dif Qpg d
HOdzdets?2 ctokzffr Ml jlsMlsotso Odzd SCtodlsj tod
dzdr 18%)( 1f1QUd j dzlstse t©Odzj j dzOB dzt H O dztp)fij-
gr 2, 3%iM21,10, %ieh (1 %,19

stedlsjtedd oCdzt yjdedvw o cwkzfflz §Oyd, dz
MODYH d&zW ftetso jHjdedw [ | R:

ifsHfdmMOdzed] ddeW stcdzdtotseo Odedesec s Mtsc dzO M
Bsdzsy j 18 dzjls ddeW stcdzgdtetse Odzdetsj] ftse dzOMmd
5§ 4 ¢ kzdz) ;

I dzOtelzh j dzd § ZGdzj o tsH daets @ 15 sB d3d dzO, 1
OB steOlststedd. 104 HJOG dig figisofftc otttz i tasddz:
3 dzj JagdFAs,dzt / dz Hdzvw yJ dz' dzts? C Of ddizity de' ditsdz
o dzgsL dets? f dZOL &3' ) d Q7% 8L d2 d3RREQz’ dl tith) dij
COfddzadzw tedzts?2 Ctetsod ddzd o o j dztsL dzs2  dzOL
G sL ' Ctetso@p ,dgO Iofts hogbRigidg’ /6dz 10 dzw  y j dz! dats 2
(6, 1 d ogdgdy /7dz OH dzv 9 | dzis L dzts B33t dizO/L dis" H
COfddzadzw tedzts?2 Ctotsod ddzd o o datsL dzts?2 f dzOL
shdso Odzdd HokCiGgEddzscas GO Qlsstcd d ktot
dz0ls sOALBs dz! / dz Hdzv Y dz' dets?2 RS of dzdar toriztz'?
fdaoLd" ) d/ ddzd wyjtwjr 2 yomo fsmdy 1 juvv
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YJj ozt dzts?2 € Off d dzozw te dzts D1fLdzdsts ez datize AdedsB5 &%;tc H b C
iHdOGdtsmMisdtese Odedy dzOtelzh jdzed?2 EkZGdzj o S+
HdzW f tctsB OdzH 59 ;

i slsmizlsmise dj fECdelsjqldsCi @iz Cf sH Y j dzz H By dats:
Gdz¥ SOBOIHj COteBtsS Md dzOL j (IGAP);, ¢ IsdtesL c

i dzste 5O dz! dzr 2 d dzd daj L @O pdols i diftassduin®@zd 3 §

islsmMizlsmMisead] OBMBdzs Isdzts? f slstecj B dasMmisd

issmikzlsmMlsaed CJlssOyYyduHtsL ® o HJBEIS] L O

stedlsjtedd dMm& dz® yj ded ™ :

TdzOdzdydy o© 0OdzORdzj L j bkzBjttllkzdy L O dzv ¢!

Tddav d ydtetseo Odedj odtekzfmtsds d ddOdgszy 4 % d yd |

TdzOdzdydd ddet J Sydbdzdzsets L OB tsdzj 9 Oded v,
odkmMtsds ¢ jf OlsdlsO u, IktejBkrh jets ftoslsdot

T OdzOd3ded L4 YOYydJ delsO dad3d s Ismw H Odadz |
ojhjmMsoaOddd ddzd Odz¢ sctsdfmlsigO;o Isj yj dedj =2

i ftedy @3 dzj S Otefmise j dzdz” ~ ftojf OcOlsse , |
o' L"o0Oshdn cdf jtoedzdC j &g ;

TdeOdzd ydj HtsHIse jtoy HY dedetse s dzj sdzOls Odz! daf

I dzOdzd yd Jd  ftetsBOdzHO W jdeslsdfdud mSdn
MddzH esd3ts o , tBYipdjd§ifs CdidLtstcr 7 o € dzt YO Ismw

el J f csB OdzH 59 (162 yJ dzse J € O)
o Cdzs yjdedw/ dme¢ dz¥ yg daed v , ftotso j Hj dats or mts
G J d®dnmtsyd d tc tho Oz’ sMOADY 11dk MODY f sHIs9 j te) HY C
f tcsB OdzH 59 .

1 smdzy o jtedWdSCOydd f Obtsejdedzr = BzlsOyYyd
MODY £z fftcsB OdzH 59 , I ttsHfmise j dzded € 50 i J te
HsMlskzf dzr = Hdzw dMmMmdzj Hise Oded v , Brdz fftetse
9" fsczdzj dets [ | R G jdese MODY, drls @y ddectss O
Nd [ IR MHj dzOdes Hteckzedds tectsHMmise j daded € O3
sBfMdz] Hso Odgts 96 totsH MiIsavDDatizd Ciso 4 F tc b g @dpH
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dHj delsduydzr | d&BzlsOyd MODYssoSvalzlzjmie tctOL B8 8, ff O
ficsBOdzHtse d 45 .dr ttsHMmIlse j dedzed € 5o
Jtezf O dzdy f §ftHlse jtey HY dzgdzg" &3 MODY (
201420156 ¢. dzZOR sHddZzOM! ftsH HJBOBRB]Yyj MSdd d
fts 26061.8 vy jtejL 3 GEBSHO ftmdzy Jjtcosets {tc
BdsrddBdud MSdd d dzOBdzdcOIststedz §j dMmMmdzj Hiso
dtcjHd ftosB OdzH 59, I Ctslstster n dzj B dzO
MODY1-1 4 , slsmMizlsmisozels M jydWdud MSdJ Oz
L dgH 56 J dzgdzsc s d dzgmiz dzd dzO, B'" dz HJ OG dzsMisJ e ts €

197 npodaHO0B HAMPaBIeHO A14 NoaTeep:RIeHHI MODY

l

162 npoBeIeHO BRICOKOTIP OH3BOTHTETbHOE CEKBEHHD OBAHHE T€HOB
MODY1-14 ¢ naneHe#meH pepHGHKAITHeH IaTOT€HHBIX MY TAIHH 110

/ CeHrepv \
40 «+» MyTauuid MODY1-14 I'pyrma cpaerenns (CI2):
l 94 namHeHTa
«-» MODY1-14,
96 pOOCTBEHHHKOB «-» aHTHTeIIaMH H
l «+» ceKpelTHeH HHCYIHHA

45 «+» myTamuid MODY

|

85 MODY

[ dMz & BB e Ofdzd JizPYY Gz fr M o)

vsOCdds BBteOL tsd3, ts fry dzts & dzO W Cezf f © of¢
COL dzd Ydz© BMODN d f OBtz ff § DI 4 tsf) o wizj 2z WH d O ¢ dzts
otsLtcOMIsjy HBs 35 dzjls. JtekzffO MtcOo dgj dedw -
Ctobffs?.
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rdzv  dLrbeyjddw SdddduyjmSdn d HOBYS s
o Wo dzj dgdgtsets ots otej W Bjtej &) dedetsfisd, MW
fOydj dalsCd) . stedisj edW¥ B HJOcdesMisd<d 1
dzOIs s O 7,030 dz! / dz, U4 teg L O10,0d3geez! i/ txthy dz jy jit
i 08,5<11,13d3ts dz! / dz. Clsts?2 Gozf § jftotso f @]
o' MsCsftesdL otsHdlsj dz dztsj O fiirgij £ dj ool ttposQed@orze g
MODY1-14. ltd ojttdW¥dSOydd ¢ Olstse j dzddOBY, dst
fOoydd dscd BiL dBzbORfIEzmMiggdOdzy dzd v .

2.2 [jlsHr dmMdjHso Oded W

2. 2.1 sdzdddyj MS¢tsjy ®BMdzj His0 Odzd |

1 smdzj fsHtcsBdEsGts MBStcO® OdzgORdzj L O (
fteso jHY dz f8dzdzr 2 @ Cdzddzdyd MSd2 shBslste ¢ C
BOMMr Is j dzO, dqdzH j ST B Y B oy d3 st B/ t<£BE YV
odHdB 7 MdzdL dMmisr 7, fOdz f Oydvw dzd dBW sz L «
BOGcdMistcOdz dzr = MsMikzHe, sftcjH]jdzddd] I
NdotlsO.

Iy 3 dinfmdzy Hizj 3" @3 BOMMO Isj dzO Y 6jimd d
fsdssh 1 ¢ tsissdkdcO; Rfuv (ddzHiCM sJjlsdzi)
sj &zO (S€¢) ZO0 aOHUuOlzd psMmBO dfjdg d fls¢
HJOG dasiisdtetse Odziw  f €7, dsftay d & feeddgde § £ 427913
(¢ azOmMmdi¥ dS Ooydy ydtej dde. )fus &y, HE [ 18
syd ddo Oizhv (5 dstetdOlsds Oz 1 [\ H dzw ¢ s
ftcjHMIsOoadzjdz © o©dH] ydmdzO MMmlis Osandandisviziol
scorg . [ dOcdzsMmisdud MEdd3 §tedlsjSBY KR B> BId{ed,
2007).

L oMjkdJ fleBtse HoOYHT dL B W dsH!  oF
fsdzsy J dedd MdHW. JyjdeS 2 Ettsodzj 2 ¢ z
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Motslse jIsmMisedd M c¢AjH]JtOdz dg d3d € dzd dzd yj 1
By HdYd & 52  fosRsh d Hjbwd M 2063s] Y Od
1 BtedzOdz! dzsptepgded MdMmMlstsdzd yd MEsets Otels ted
HJOMIssdzd yj MSsets OtclsjtcdOdz' dzse€ts i @sadpj dath
sOBdzd yodz §sfzdzv ydqosddzsets tOMytej HJ dzj dzad W
oL tcOmMistctsapdgd w o1 d/ ddpd  thie | de-Oho @f tésts 1P j5d;
tcOMf tcd HY dzf dzdv ¢ Mtslse jlsMmise j dedets tetsMmiskz,
b1 HJOcdtshMisdteses OzOM! { tdifz lotsisy fgds,. ¢cA. 0)@.9 h

L] R Btc¥ h dzts? f sdzsmisd d f sy ¢, hod |
BtcOndByj V)Ofigk Hzs 8 ff totso tsH JTdakiftpAplias00. Of §f Otc O s

rdzv dqrkyj dzdv &Oodzdydw f§Oltsdztsedud MSdn
(tOdzj § o (6MMdd LOSCd) dmMmdz Hse Odzd ™  dzj
sBtOLtsSd 9 fOydjdasso (3 Njdhdder d 6 dslzy
7 fPCK-MOD Y di tcj HECddi3d MGEHY.O®RP ted dL
MssB@BOIssdztcedyj MEtsets MsOskEMO tyj ddo Odztsf
Fydilsr o ©dzd My odH HtwdSkzmoO, fsdzsy Jdzdd -L I
ded 3 dzd yd dz® Mlsdetse s MkMmMisO9 O, dzO dzd y d J dzy ¢
Leetse . [ ygedeil MG j Mshissw ddv § sdshisd
Ff esh jdzdzse s 6 d 6 dj ded UV eySmsicltsl idodar j (€106 491
d&ZzO0dzj sO P (Sil ness, Loe, 196, dizgsnGigl
(ddeH j ¢ ddalsj deid o detsfyls d & jOHgjddp*niCs "z BUSDdzd
COted j Misdz, fdzsdzsB O3 d kZHOdzj dzdz" =) , sl
COtedjMsds d §dzsdsB O3d) . [ dz¥ tsf§tej HJ dzj ded W
gqdzHn j S (f ¢ ) BsHdWdSOydd Par ma (196
sy dzd o ®dzd d daf j ¢ Mz PBliSax®&Muhl emanhm) . [
tcOMmMf tetsMistcOdzj dzdzsmisd d dJdzlsj dzifd o detsmisd ¢ ts
cddzedodls©O Gl (Loe, Silness, 1963), i C
1971), ftcd dzgj sBrHdBsMIsd MY tejso Himddza] H B¢
syjdzCd COyimlsaO® YdrLrdzd dmMftsdz L s Odzd 9 (
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sftesmMdzd C O ¢ tesW d dz' ¢ opwlzdfiydas(avts MusHsEHRRud dsfifise
HOdzdz" | L O dMr o0Odzdm! o OWRBEZAEZOItstodzze € Ot

2.2.2 1dsid&duj NS 6 jkjd coay @ ds ]

v oefmMir TOYydjdzlstse HtsosHdddkhYy L OBt
Bdtsadd&kd yj M¢ ¢ s, CtoBsdzOdz! dzgtscts OdzOdzd L
LOBdtOdzOMm! dL dsClsjos?2 o jdzr o0CEklIsj 2 dzj
CtsdzsH Odzd W . 1l dr o caOBlsic OGistea d ¢ dzd dzd Yy J
CtolgcdzOdz! dz" » dMMdzj Hse Odzd?2 Isj tc OB ddfdIP
RAdL o t¢1 (LG9 jHEENMNOW dzOB GlteOls tstistg j2H |
Ctol3asdzOdz: dz" § d BdBrddBdudMEdy T B8C0OL OIs]cC

1. [ JsHEBd d ddiz dtoOWZOeafj dals dzE & A ¢ ) L]
flsOdzH Otelsdzr 7 tj OCIsdetses ¢BI OMERI CAeé, \
Odzlsd s |[C&OBted yOlsj dz dir d3j digijy f0dz' B ls OGAD( Is
(slstedyOlsj dz' da &j dejfju 25tBdd Ols Ol dpls j(d=Gs el y O L
t6j Llzg@s d3jfdgi/Jd3dl)O.

2. fgptdlsdH tftejH]J dzVv zlw-dz@ tstis H sEBo RolPi, n d
{dWgteddmds § L deOyJ ded v  dzefSjOfdis doptsc? il
1,9dz6 / d3dz.

3. | Zd S deso Odzdzr 2 G j @3sedzsBddz HbAlc
READER | | fmdzd{jindf fjadzfifidss askO Ny c o Car d d3j IstsSH 5¢
OdzOdzd L O, toj W j toijdgiglpdgr . 6L, dRO y j ded W

4 . Jdzs CBL O 9 jdzsL dets?2 f dzOL 3" Ctetso (:
L el B3OS yd MSEddsd d3d ssusds M dmf sdz L 59 O da
Ger many . d& 4w 4 tdzOdiG)Odfiyts a3 ,/ 3z.

5. stej Olsddzddz d M BtesMmis! CdzEB syS 50 5
Yyd dzlstcOydd Cted Olsd dzd dzO o Cteso d dmf sdz' |
ftodd3j dzv dzdfm+ tcj OCIsder ¢Bl OKONeé, Ger man:
Hdzw € toj Olsadddzd f2®m IS @SEHYCEdIS db5 3 dz Hdzwv  dzd y i 3 d
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115A3S disdz? / &z Hdzw  dzdy By MEtSset § s5dzO. L te ts
w s tc 3z dzj -EPIC KODbronic Kidney Desease Epidemiology Collaboration)
(http://nkdep.nih.gov/professional/gfr_calculator/index.htm) [ 4 1] . L fm
dzts tc 3O dz! dz" | L d&zOyd ded v 84S A H dzw dzdy i Y,
130d30z/ &3q dZ 1 ,H7dBvdZ o3z 3 S WidFOdzdf/sddzfdZ. 1 ,u7 3§30y d
HijlkmMEtsets d fsHiteMisCsoatses oaBBLIEOMISO HsA
us N dgdz/ o5 8et [D,04843 tizts ) ) d3) ] / Cted Olsddzd dz € t
BOdz! ygsetso MlsOteh j 13 dzjls od3z Msts G st WW
1 Bted3Odz! dzr 2 FPteso j dz s Al2 Hdlj Is H ]figtg f
(133N27)d3dz/ &3q dZ, 1 ,iAs30dsh j 13 dzj180N 30pg€irt: dagodifl o),
flsOth j 13 dzj sN2R)esgzh o 62 L, T 3 &6

6. ‘o OCIsdo dzr 2 B J dzts € : sftcj HJ dzv dzihw 3,
tc] OCIsdotso ¢ Bl OMERI CAe, Hannover, G
ZzOB stcOIststcdd MMmisOedzwels d3jdzid 1 (71 .

7. [dfdHde 2 ftetsWddz :dedtst tf jmme] dzjlsdedf]jc diqts
~nBdzj Misj tod dzO Zdf sf eslsj ddztse [ lol M ¢ SRtcs o
Ldet B3Oy MEddsd 3 ssHOBd M dmyfsd L 580
Ger many. LB ldz tcOMiENyYdIsr 9 Odzd i ts W st d
Cdzyd dzlstcOyd d huQs,n j Bz de j/ofizd | Imdg = 1 (e
Y1 ¥(uvy/l5)) &3¢/ H B., 19R2).A patjvaa’l @ IDdzOyJ dzd W
BBsdz / dz, v < -7 dEBRRdz 6/ dfizdztbviiz S dz,l , @ua d3d
dzdy By mMEsets { td&z0O, > 1,3 dissdzr / gzdzfmddzw
Ldz2Oyj dzdv fsCOLOIsjdzj?2 ddfdHdesets § tetsiW d dz
COtcHdBEsecdyUd M PMy OMMBYJ OB Y H dz -[(15,12 <&
B/ Hdz (3,4 dBsd / d), vs] 91150 >d3@B/5H de3a
BRsdzr / d&z) [ 59] .

8 . vlfdagfisdz 2 etstediiscdz (vu ) sfted HJ dzd
mr astetsIls ¢ j Ctesod ftwsotsHddzd m dhftsd L
¢l mMmmunot echeé (vydJnandw) d disd3lz dzts = j d3d dz¥ o5 oz
dzsC Odz! dets?2 dzOB stc@3I9W, A3 Hh dz2y U U |
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223 jftejter odes] Bsded ststedetse Odzdy & dzs € 1

9o OHYyOlsd §0Oydj dzls Od3 GEK-MPDyY | Wpoull @t oyCodip
MODY) ftetso j HJ dzts dgs gztb I stc  Was g O dzd § G dzs €
sftejHjdzjddYy 1)]. RMitd Lo OdzOMm! f stlsOlsc
[ dzv fteseo jHjdedWY dMMmdz Hse Odzgdw  tstclsOIlsd o dz
dLBBjtejded] Etetsodgw cdzt SsL T GCOXYHT J 5d jdyitlsAh
[ Odzgdzr | HJOGdesMisdyj MEsets dMmMmdzj Hise Odzd W
sBJMfjyjdzdyJ d3 Medtronic CarelLinkEPro.
tcOMmMMmydlsr 9 ©dzO Mtcd Hdzd Mizls s ydats § L dzOy 4 dzd 4
t5ls & dztsdzj dzd v , ¢ d Y e dzd Sejdefckg jdfyfSCudi fn & dd df
HOdz! dzj 2h jets dMfsdz LsoOdedw tojL zdz IsOIsT
Exel.

Il smdzy ftesojHjdedw 1[ )] odkzkzyd 2t cOW(d
otej B dzOBdzt HjdzdV . [ Odadz | s -1fftc s jf delécdetsiay
¢ sdgdinis o ts cdf sedzd € j ozd 2, o toj d3j dzdats ? d dzls
cdf jtecdzd € J o&sd dzj H sMiszf dzr H dzw syd dz€ d .
JLtsBtOY jdd?2 o ydWtttser j fHtwseossHdIlsmw &GO
yJ dz' s dzj sBrBHd B dMYf sdz' L ts9 Odath i M 4 @ootscAe!
H Odzdz" | ) BOIsj B3ZOIsd yd Mm< d 4 W s te d3lz dzr d fsi
fOydjdesO ctwOWdujmSdj HOddz j 1[4 © odH
fJjemtsdzOdz! dz" 2 Csd3f * s Isj tc. l sclssd3 ftotsots
fsdzzyd dzdz’ = HOdzdzr = p O t§ Oy dzls dztf Gigls gf ¢ 5 tzg ¢ § «
dqdzs jtef toj sOydd tejLEzdz sOIstse H Odzdets G 15
OQolstsBOIsdyuj MEtses tOMyYYy SO ddgH j SMseo 11
zOL 9 Odzdw™w ddzH j S MO, jets tOL di3j tcdesMmisd, Odztst

[ dzv Btsdzj J EZcedzzB dzj dedets? ByjdeSd 1| B' &
Ftcso j dz cdzd S Jd&dd ( BG, Bl ood glucose)
Deviation) ; LidsCay juded)J; 3 fdzH(JfS M H dzd Is j dz' dzt
(CONGA, Continuous Overlapping N&t y c e mi c Action) ; fi
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CtsdzjBOdzd?2 ccdzdCjd3dd ( MAGE, Mean Ampl it
dL d3j dzj dzd v z tc s 0 dzW Gadz¢ CtsL T ( MAG, Me a n
cdfjwecazdcidi3dd ( HBGI , Hi ght Bl ood Gl uc
(LBGI , Low Bl ood Glucose I ndex); Mtc J H dz,
( ADRR, Average Daily Rick Range) (IOBC
s OB dzduyPMmezsdb dzr | ddzvnj S Hdw tsyjdzCd o Otoc
tdWJte]jdeindz J
j CMmr Ote d (¢ teJ Hj dzj '
RdzH § )" o d {1 JHJ. J ded § [5COLOL, dj2 o
Gdzs CtsL T o Otcd OB j dz' dzis )l
cdzs CsL Tk  dzd|
fMtej Hdzj Mizls tsydzts §
BG (Blood glucose)zd3ts/dz! | ¢ dzd € j d&3d L O <5,6
dmmdzj His9 Odad W
MAGE (Mean Amplitude of
. . fted Hdzv W Od3f dzd | "
Glycemic Excurtion), ¢ dzd © j &sq d 012,8
dz3d3ts/dz ’
CONGA (Continuous _
_ _ ddzH j € M H dz
Overlapping NetGlycemic _ 3,655
_ ftseor hjdzdw ¢ dzd
Action)
MAG (Mean Absolut Glucose) sy J dz¢ © MC tstets 0.522
o3 of3 ts /g Ftotso dzv Gzt CtsL T T
HBGI (Hight Blood Glucose .
d dzH j € e il e ©dzd 0i7,7
Index)
LBGI (Low Blood Glucose _
dgdzH j € tedmME O ¢ 01 6,9
Index)
R dzH JADRR (Average Daily| ffte j H dzj § L dz0y, 0i 8.7
I o,
Rick Range) cdy s/ cdff J tcc dzd
Is § j : tc © g
SD (Standard deviation) i U% o - E 02,8
Gdzd € j &B3d d
4 yYjdzs YofmdzjHksh j2  KROLj BOIdyj MS 2
fsHmyYy s© ddzH j S Mtso l ], 9" Bt Odedz" ~ H dzw

dmmdzy H 859 Odzd v,

Bl &zZO tOLtcOBSIsOdZO0 d dzO{ «
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o dHJ COdz Cdzv Iststc O, Colsste®@Y Is Ogf lddas 30 IB)¢ -
Msslse jlsMisodd M dmn d&BOLJ BOBdU) MEJd3d Wt
Brdz o"BteOdz §C dzOfmMdyujmMéd2 wiLr ¢ {tesaetcOd3o
Hdzv dz@hpdesH s OlIsj dz2 MCdrm yYd dzj 2. Il s otcj
O nBHAZ 7 HOddOzOdMY Bdf'BLdy tSIsj C O pandas.
OT Hjdzjdz BBIsHjdz! dzr 2 OBMlstcOCIsde" 2 € &zOMMm B
sMlsOdzr dz" § ddzgH jSfMr. Clstsls ¢ dzOMmMm fftcj Hj d2
femske Wstedidzdzke ddzH j € MO. 1j figigw © s ts f jddedzd jts
tcOL i3 tedzts M ls d fjteittftjHn]jdvesls Wtodlzdkz
COyHBSEt ddzgH ] S MO J BBz dzgj sBrBHd®Bs f sdzizu
Gadzt CtsL T 9 WBtedz3OIsyj Pandas. Dat aFr ame.
B IssH] _wBtallef jEptsftcjH]jdzvjlsfyw COYHT d3 H

sO0CddBB BBKOLEAR, Ysomd ftese jHjddw 1)
ddzn j CfMse 14 BTF dzd Byd dzgj dzg@ ff 5¢ OGOKMOIRY. [z c

2.2.4 [odffdidsddsnts] Jdhmdj s Odd

rdzv [ 1R f tcisOmstEld dzipYy detsL dzs?2 GCtesoad o ¢
ftocsBdoWlkz chMmMBo stesdz ydq |p 820 &z 2ZOicdW H dzv
or Hjdwvdd dL 9 J detsL dzts 2 C-Aodeto td ts W dg Jolsigeatst® d3 4
sOud mMsets dL odzj Wj daedzts 2 rvs Byddsj dets
L ddgteswistej L O Agi |l ent 2100 Bi oa n adOw asdsrO |
Bs dzj ¢ -ezy tzfdsd yd MS dn dMmMmdzj H s9 Odzd 2 Is § t
(LOo jJHEEN 2 dZOBBtOIStedj 2 H. d3. dz. ,1 Wifftdag %O
RAyg [f ¢ BH kzCtsoHMIsoasdz O©COH | BAKRO 1 ¢

[ dzw 162 (@pdpjdageas tpr MsCsftesdL o tsHJ e
GJ dztso OfMmmtsydMabE o (G8Adziiok Rodheg |, m dmy tsdz
Is | ~ dzts ditBnsbtf@en Seq Cap Target Enrichment, Roche©L d3j to K
182438 . dedzOdzdL H Odzdz" n fifj&soy Qlgdldc =9 Otddd ¢f tc o O
GJ dets yJ dzse j € O o Jgtozflef | GRQHE d ydtetse
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OolssBOISdud MSdds Md Cojddteseo Odzdj d3 f 5 o1 da
d 96 twHMmMIse j dzdzd ¢ Od3.

JYyd &z O o 5L d3tsy dzts G-1s dz® 7 s t5) € 5 dzO Wzt glz&Is O s
f sdzd 3steW L dsse ([ 11 ) ftecso sH d dzOMm! fn -2
v2.2.5 [46],SIFT (http://sift.jcvi.org ) PROVIAN (http://proveanjcvi.org/indexphp).

[ dzw fted HMSE OL Odigse 5 deald & dzdl O d3ffdz  dz© M dzC
i tc 5 G tc SREBN$Z[305].

l v dB3dj tsBteOIlsdz | ftcO2d3j tor H dzw 1 CL B
tcOL tcOB ts5ls Odz o f totse tc ©ORBABdets A3 -Blask B _
(https://www.ncbi.nlm.nih.gov/tools/primdr | ast /) . ] sdzd d3d e OL dzk
(VA1) HwsotsHddzd M dhf sd-RGR OCHI| ozl 8BY MdiM
ltosHECIsT 1At sy dzd o OB i irfpdk AsStetdsoy drQod df. Hsod
odLEZOZzdL Oydd M odsh @ s tcOMlso stc® B tosd
dmMf sdz! L s9 Odzdj &3 Agencourt AMPuUTr e Xp
MdCojddcso Odzd™w ftososHddgd 1 Wz ¢ O BB L
(Thermo Fi sher Scientific, 42z ) m ¢ tsd
Termi nator v3. 1 ( Ther mo Fi sher Sci en
ftiosOdzOdzd L d tcts o Odz 9 fHtwsctcOBBdsAE B J MY J
Fisher Se@nti fic) . l jtemdw hgl?9 G J dats &30
fsmdzj Hs9 Olsj dz! dgtsfils' & HdzW o' tcOo dzd @ Odzd W .

2.2.5 ukOlsdfsdujMSCOY" sBwOBSKCO §dbk

4lsOIdMmisdyj MSOW tBEOBBISSO tjLizd Ol
fjtemMsdzOdz desdz SR s Isjtcj MSPESwET i $t if dos
20.0). [HtejHjdvdhnw TOOCIsjte ttOMtej H,
s cdziisc-Bifm s O. J mMdzz 4O j dets te 3O dz! dzts G 5
Mtej Hdzd § L dzOyJ dzd § (f), sinlsOgzd@adds gets Jif toip I8 ¢
(INs) . 1ted MtcOodzjdzedd Hokn dsStedzsOdz dzgs O
tls j fls wlsi s HjdgdsO, O { tadsHigus®O®jsdededz’ 2 s djdg
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(ANOVA) M OfsMmlsjtcdtcds @3 MtcOo dzj dzd j @3 G o
BlsmizisMmise dd datstc3Odz! datsdffipdz“teddfifif- tc J d3 jj roiaf Qg™
BRj N CoOtclsdd dets @82 tedR &A@ Y dels d dzd, dzj L O
Mt Oo dzd o Odzd ! i dmf sd'-udsledadflzd § Bteds | MisPEs
LOadMmMdds' 7 jtoj d3j dedeChed § Mthtdz w tg add® dxiGifitetOozq
L Oo d MdddgieChte dg = j toj o34 dzdz’ = d&df SEA dzjsdg@t®. d
BdYHz fodL dzOS Odid syd ded & Odzd fy! " ydmc
Ctstetej dzv yd d 1 d et dz0O, H dzw ddzls j oo Odz! dz'
f sHyddzgve hdasmw dzts te B3O dz! dzts dzlz teOMY tcj HJ dzj
Cstotej dzw yd d g ff dtcd3j dzO. [ dzw sf tej Hj dzj dad W
fjtoj d3j dedz" » dMftsdz' L soa Odzmw 6] s Ctodlsj toc
14LOodMmd d3r 2 nOtcOCIsjte MoewLd djyHE
or ydmdzj degdv ¢ OteydOdzt dzf = Ctstetcj dzv yd A.L dgOdk
sls dzj MCtsdz? Cdr dMftsdz L s Odzpw RBdetse s OC Is ¢t
LOoadMmMddismisd Sdzdddy MSder d dzOBttcOIlstcdz -
Bdd&OtdzOW dzsecdmlsdyj mMcoOw twjetej mmdw. 1 s
Slsdesh j dad W h Oddits o%5 (Hftze)j ted s j dz' dz" d3  d dzls |
dzj L OodMmdd3r d3d ¢ J toj d3d dedz" a3 tslsMmizlsmise ts9 O dzC
[ sh detsils! orBtsteCd tOMMydilsr e 0OdzOM! f tod

Nmin = 15.4*(p*(1-p))/W?

CHJpISYdHO] i3] L dzOyj dzedj o jtetsvwisdetsfls

Wih qiod dz® HBo jtedlsj dz desets o dzls j tso OdzC

15 Lkts?2 Wottdkzdj ®&JdddEod d 2 MeDYj o
MsflsOoadd 76 yj dse js.

lts eofjn ftesyJ HztcOR MisOlsdMmisdyj MS ¢

L dzOyd Bsfmisd dezdzj o 52 MlsOlsdmlsduj MSs2 cdit
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1ol e 3 trryvfRPuvovy rRuwf 7 L] OLR

3.1 sdddduimscdd d cjddbsduimscdy Omfj

3.1.1 JJdHjtedzr | d oBLGOMId j ~OttOCIs

l dmmdzjHtse Odedj Hdzvw ftetsojHjddw [ LR ©
HS 35 dzijls m Widzsssdfydqudmedadsd GtedL dzOS (
¥4 &z tse s i tsdzO B ' dzts(45,1843 { s 1ff 1952 ®%)dgis=: 0,123y 3
Mtsslse j IsfRlso jdddddts . B (O] dzlstse tcOdzj §j dzOB
g1 1; O%W)T P2, 03%)iIM21 40 ; il (b, 9.

L Yjlsojtocls) | 4QL (2627 sBMmdzj Hiso Odadz’ =
OmMmMsyddese Odzdz" | T GO diIsg ] HODITL dzf dy
® 2 ©OLO Btd "j, W BJIBAPHEEO20R 52)7 ((6Tk,

v OB dzd i @MOBOLIsjtedMmisdSd dzdy iy Wjdeslsdf dygf
ojtdWdydtotse Odzdz” d&3d BzlsOydw didd o ¢ j dzOr MC

) Oydj des™ 1
oJtedWdydtetse (

BzlsOydw izd o ¢
n (%), (n=40)

1 OydJ delsr m WJd
MOt OS Is jdte d i s ftedL dzOC Od3d |
n (%), (n=122)

a1 15 (12,3) 3(7,5)
[ JOGdef &1 2 70 (57,4) 24 (60,0)
HS [ 1141 23 (18,8) 11 (27,5)
1 U] 14 (11,5) 2 (5,0)
fExuddz / yjdzh dq 60 (49,2%)/62 (50,8%0) 13 (32,5%) / 27 (67,3%0)*
j oG dzd € w
Ly (:f J & . 47 (38,5%) / 75 (61,5%0) 17 (42,5%) | 23 (57,%%)
18/ fsimdzy 18 dzj
R3d ¥ Is tsHMmMIse ¢
G4 K ’ 110 (90,2%) 37(92,5%)

Misy f jdd tsHMIsE
1 tod d3j u O dgd=j0;,0255 ( p
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g tcj Hded 2 otsL tcOMmls f Oydy dzlstso e 9
(18,5N9,0)dzj Is , otsL cOMfls dz0 i d{R3ct N HElF)dzj tisfy o3 ts I3t €
ftosHBd) dIs] dzTdAD B 03 v 4, 0] GtsH. T 174,84 L
otsL tfQdyfls HJ O desMistetso Odzadd 1 v [ BT Bdfs dfjj jdzj 1 ¢
(e 0,243). v efmisr ddy M 141 fted YFtetso
GJdgCK (11 dL. ®@)7., SO HDBdR YL e f dtS:
Hd z20d3d yj MS e ts dzOB dz8 H jlsdzdiivts CaO L 10 Js fzdzd jiz ¢ leAg
Htsfisdedzd HdOBjIsdyjmMSdr L dzOyjded?2. 71 9tsj
HNF1A d ) Isd ud dzd § Istcy n dzjls ¢ 0OL Olsj dzc
HJOB jIsduyj MSdr L dzOyj daed 2 .

10ydjdast, B Cbttern &Bzlsoydd da2)s sy
o fsdzdzj dzgdd [ 4 R, t©0Odzj J dzOH A5 (WL2BWIM (57,4H) H
im ar2; @M1, 8 BAM(LELS

1 sfdzy o jtdWdeoOydd IsdfO MODY Ek ftosB(
ftoso jHY dz 82 tctsH Mise j dzdzdfS jQalp 58  fridssfHmjledadC
destedBsedzd C j Bdj2 (ofjcet BMazjHis Qdzts 20 6 |
ftcsBOdzHtse or" W o dzj dz tesHMise j dedzed € d (75%) d H
fticsBOdzHtse dzj B' dzs totsHMilse jdedzgd S s 3 1 v
9" Wodzj dzr [k totsH fiylslejjfdideddc e ts HYfij tcpo Af2tc Hip © dzii
Br dzd dzj HisfMmiskzty der Hdzv  (IPR%)di] k& s otdddrdiyls o gf dac
cdfjtecdzdsj ®®dj 2 RzlsoOoydd dzj 9(460%) d ydits ts
sBMdzj Hso Odzdzr = tetsH Mise j dzalgkIst®Oayd f | dzdd i f§ 5 weq
tcOdlsdj d3 twWOL dzd ydz = 1 Bdpdzelise WMOBPHFY Ez MshisO
Bz MC tsc s P 2 (B56W)4i, 34) dzm € 505 4616 ) . gtoj H
tcsH Mise j dzdzd € 59 ftctsB OdzH 50 i tcd 9" wodzj d
(29,9N16,7)dzj Is , otsL tOMls dzO i 86 WL dls 8 )ts ) dizg ldstg C
ftoesHtsdzy dIsj dz' dzElffsg; 18 [ 9] dzj o) s HLflIs o (
fticsBOdzH s oL teOMls ftod HJOGdatsMis d tcts Sopidad «
B sdzj § =A00).( te
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vsO0Cdd3 BBLOLtsd, ctekzff O MODY 9o € dzt YO dzC
tcsHMlse j dzdzd S s, dzdy Y J &2ME et HERYW)B ' dzts.
(38,8%) MmMtsislse jIsMlsd jydzdes @ Hdzd?2 oL tOMmls
cdf jtecdzd C j disd d N14@ydzgzls, ( 2 4 S8 tcOMls ZzO0  idBts
(292N17,4)dzj Is, d3j H Oz dzff tetsilsifzy QU [0, O; 7.,i0]
28 (32,9%) otLtOMmMls ftod HJdOcdtsMmisdtotso Odzd¥d)i 1 v
Bsdzj j =A@ 802Z@) (lsOBdZdYyO® 3. 2).

s OB dzdyPjBzHg tcdz" | d otsLtcOfMmisde j] R OwOCIsj toc

OQOCIsjtedmlsd s C MobY ur 2
N\ .
’ (n = 85) (n=94) P
] sL tcOMmls tc H . .

_ n q. d d 24,3N14,6 25,4N11,8 0,637
cdy j tec dzd SNudgzfids, (M
I 5L t.OMls d&zO its dNldes) lss | 29,2N17,4 30,2N13,9 0,705
l osHisdzy dlsj dz' detsfyls ¢}

_ 1,0[0; 7,0] | 2,0[1;06,0] 0,825

[ 25; 75] dzjls
ssdkzduj Mlsets dzdy dkzy MS| 33(38,8) 42 (44,7) 0,418
stsdzdyj Misets dzdy ¥4 dem S| 52(61,2) 52 (55,3) 0,508
1dfjtecdzdSjdBBdY o wodzj| 28(329) 29 (30,9) 0,778
1dfjtecdzdSj dBBdwY o wodzj| 57(67,1) 65 (69,1) 0,876

[ jHJOkO oL tOM O -MPOYJ j(dBs o jfiizsd G K )
cqdfjtecddSjkfd B' O 23,0 -N®DY : ( 2804 , Ph Mrise
[ 18, 0; 3mdues&d, 3G &) ;( pfted todHSC J32,041F,835] (
dzJ (Bmodyzie j we g j= QfP3); (Prodysejweqi=Q@gyg 7 22) . 1 O dGIsd3j dals
MODY (BjHJOdkZO oBLEOMSO §OUd) dsse Mishis0O:
MODYi38, 0 [ 21, Suaps#®, DQ1)dzj sy tpi 329 RE54AL0]ls c
Az SmodykeP ¢ ¢ j = QPP2); (Brodysejneqi =gy 87 4) . l osHiBsdzY dIs ]
GCK-MODY 8" @ 1, 0 [ O, 0:MOBYi03], 5dzj[Isl:, 2:fesfl 4H
3=0, 074),; ftdiBjB8SCHOD, BHYm 7 ql; = QRE3ISPodfadd 1eqj
iy § = 0,048).
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i 2 McOodej dzgdv MtsmMisOaddzd 94  Oydy
oCdzs yjdzr dzdyo, bk Cwlstster n dzj dzO2HJ A4, K
sfizlsmisokzrls MYyJydwdudmscédj Odadsdlsj zO d
d dzf z dzd dz0O .

ki f &z fipsfhss@ ddzd 42 fHtoj HMlsOo dB) dzy ¢
(55,3%)1 % j Iz S =@ 2@dP) (Md3. kOB dEZIJYO 3. 2) .
o' wodzjdedd cdij tec ddL8)ddidls|, BY Iz t6(OIFs, 4dz@ o
(30,2N13,9)dzj Is , B HdOdZO { toysw f5d2y,dO0Is j [dAd dasls & , |
(30,9%) G Oyd,j dzlstseo otsL tcOMmls fted HJOGdzsMmIsd
(69,1%)1 B sdzj § =0,080).( te

oz §r fOydj dzlsso M MODY d M s 2 Mt
HJOGcdtsmMisdqtesoao Odzdd edf jtedzd S j diddd ( Md3. IsC

3.1.2 tiLbkd Ok dgstsdeig &t des d fifjdzj Hso O

yOmksls® MODY 9 g A J mMtcj H dzdy m W
HOdzdzse s ISy O wr d dOyodzsds L OB tsdzOa @agd|d
Isdtr MODY o' wWodzjdzg' [k 85 s8R dzjtcHstsand@dzdes dz
g A [, CO¢C d o twMmmdd -YQD¥ i 67,5t [ £ dzditadAs)s
(tedmMizdes¢ 3IMQDY ®HINEJALAjdzy dz £ 27,5 % (ikl
5,0 % (2 ftesBOdHO). dtijHd tjHSCJ--MROYY 5
( MODY5) dMQDEF(QMOBY12).
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GCK HNF1A HNF1B ABCCS8

{ Mz OB f Bj 1 jdzjdzdj Ikdftse MODY fte
HgOC dasMisdetse Odzdd) &5 MODY ( n

3.1.3 MmOteOSCIsjtedmisd ¢ d dzOfmdzj H Mis o j dzdzt
Pedzj osHdzsGts tsBRRd 20 k2 ftesBOdzHtse iy MODY

lted duLbiuyjdedd MmJ d3f @ das @ tzH ®©azORAZYIODY kzo T
(550%) dL 40 o' wodzd 1 L6 dgdsyBnj 020 )z,
(50%)i 58O wHdlsj kv dd&jdd cdfjtddd®) kd: d
Hekzedj tesHfmlo jdededCSd §jteots? fisj§ j ddd
cdfjtecddSsj &ddyj 2, %)1 64 f Oxydtg jdzisjsdr™ defd 0 3-20 t
Misjf jded ttsHMisa O. W) 18" Wacdzp @ezn dzp G4 &) D
fl cdfjtcddSj dW)i,L v FkdiBEMHEs s0 Odzd B
fsCtsdj ddWn.%)u RO dH T2 , &) &zd M) tesHmso j dz
sjteOfdd dmyfsd L 5o Gbkd d izl lz tizd dztd 12§ (O O P[0
tcsHMlse jdzdzd S s ff jtocoats? Mmisjtf jded tesHMmisa O
E 7 %N 7tcBHMmise jdedzgd Ctso fp 1 v ] BJdz@y icy dak
StcYy - %) 7 BsBOdZH S M MODY dzj tsftej Hj dzv dzfnp
fts cdfjtecedzdC j o&sdd. v%)d3' d dfjtedscp O tzis 8 & s h( Y1dz
OdzOBzdzj L. s L dzsC Oy Mlso j dader dz dzt96) & tf s tc QLuE
(sOBdZdYyo 3. 3) .
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d &4 2 dz" 2

OdzOdzdzj L [t

) MODY, n (%), g 2, n
MOttOCIsjtedMmilsd ¢ p
(n=40) (n=94)

sw e tshy dzdz 2 | d3d 2 ¢
{ ) ) mJ & 37 (92,5) 63 (67,0) 0,046
cdff jtecdzd S j &i3d d

Otelzh j dzd § e dzj o tsH
! _ J 14 / 22 (55,0) 33(35,1) 0,026
BOIsj o 2
1 Otckzh jdzdj EkedzjotsHd 11(27,5) 22 (23,4) 0,383

Otelzh jdzedj kG dzj o SH dz
! J (_14 ’ 2 (5,0) 9 (9,6) 0,307
tcsHdIs] dzj 2

Otelzh j dzd § G dzj o sH
! ’ ) 44 ’ 37 (92,5) 54 (57,4) 0,001
tesHMmIse j dedzed S s 12 M

Otelzh j dzd § z G| a3 jsdal
! ’ _ 14 _MOBJ 16 (40,0) 33(35,1) 0,331
tctsH Mise j de@ed Msg f 3 dad

Otelzh j dzd § Zcdzj o sH d
1, J ded J J 23 (57,5) 28 (29,8) 0,002
Y o 3 ftsCtsdzj dzd W n
Itsdzij 3 twtsHMmilse j dzadz

_ _ 18 (45,0) 28 (29,8) 0,068
Fcdzj otsHdzse s tsB d3j dz0
v tcsH Mise j dz ko |
_ n J dedE® _ 19 (47,5) 23 (24,5) 0,008

Fcdzj ot sHdese s 5B d3j dzO
t sHflse j dzdzd € d fi)
Eedzj o sHdzgsG s 5B d3j dgf 7 (17,5) 32 (34,0) 0,047
o4 Ml

swGtshy dedz 2 | d3d 2 ¢
{ _ _ i & 7(17,5) 23 (24,5) 0,137
LdzsC Oy Mise j dzdzr a3 dzts

swgshy dadzr 2 | d3d 2 ¢
{ mJ & 14 (35,0) 33 (35,1) 0,331
H o)

vO0Cddz tsBteOL 53,

sftejHjdvdhv lswershy dzdz 2

b %37 df ©8 6 OdgH 8 af OC oz Mk

f OydJ dzlstso or wo dzw dzfipw
Htsfistse jJtedzs yYOh j =0 ygaPp )z &I)YsPH O dcy e tso

Md &d 2 de" 2

OWO d3

Mt jntzd j deosdiChipdses C
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cdf jteceadzd S i BIW BFr dZzO E dgjfmEsdzr €dr Ctotso
fsCtsdzj dzgd W A .

lted MOodej dzgdd deOMdzj HMise j dzedetsets OdzOd3
MODY ddfilstses m w152 tftjH]d]dt, Ylsts o
Hd O desMisdtetseo Odes 1 v [ 2 tocts H=iPIs ©0j0dBded, ¢ s &
(80, 026), bk ttsHMmMiseo jddzd S50 ®BD)S2 Btsgzi |
fsCtsdzj degPw, D ORKE . l1ted wy@h jH cSHistsB Y Igkzs | dzdzd
sfftcj HJ dzVv dzO ! dLB" ssydzOw BOMMO Isj 2O (
(0, 047) (fMd3. 1OBAZJYO 3. 3) .

17z feso jHY dz OdOdzdL R OOCIsjtedMmisd ¢
ftesBOdzHB9 M MODY d M dwr2 (kOBd&dJyYyr 3. 4

s OB dZzd 4@ ¢ 8Odzd L nOtcOCIsjtedmisd ¢ slsw@sh j dz
ftocsB OdzH s HFUOMODY ( n

MOBOSCIsj edmisdS d G | p

1 Otclzh jdzdj Ecdzj o SH dats clA® totk B ¢
Fecdzj otsHdetsets sB i3] d2O0O k syt
1 Otclzh jdzadj kG dzj o 5H dztd @ld® tetk® ¢
Fedzj otsHdesets tsB d3j dz@ B tsdzj j 5,384 0,020
ftctsB OdzH 59

1 Otclkzh jdzadj Ecdzj otsHdesects B
Misjfjdd tGosmkpO 3 teHM 3,416 0,004
ZOtclkzh jdad j &3 Zcocdzj o sHdetsG 5 (SE
1 Otclzh jdzdj ke dzj otsHdzsets B
Misjfjded Tctk@BD Pdedj k¢ dzjo 12,616 < 0,001
Btsdzj j yYJdB o 3 §tsCtsdzj dedw R
1 Otelzh jdedj EkZcecdzj o sHdzsG 5 TBEC
Misjfjdd ctk@BD Pdedj k¢ dzjo 28,864 < 0,001
Bisdzj j yjd& & 3 totsHmlse j dadad §
1 Otelzh j dzd j Etsslgipdz@ ddis ¢ tsts H Il
MisjfJjdd Itctz@iglsh Pdzd j e dzj 9 31,370 < 0,001
Btsdzj j yYJdB o 3 §tsCtsdzj dedw =

15,115 < 0,001
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ltesHtsdzy jdzedj IsOBd&zdyr 3. 4

tcsHMIse O

MOtOCIsjtedmlsd¢d G | p
{wgegtshy dzdzOW  dzOMmdzj HiMdz® t§ Aty
FPedzj o sHdzise s BB i3 dzO 22 Mmist 29,556 < 0,001

OB dzd @) dBO.ME[L R OOClsjtedmlsdS

slsw g sh j dadats

g 2 =04
MmOtOSIsjtedmilsdS d G | p
Otelzh j dzd § Fedzj ot sHdzsG 5 Tt
! J ded J _J , 4,309 0,038
slswetshy dgdg" 2 fj d3j 2dz" 2 OdzO
1 Otelkzh jdzdJ k¢ dzj odg@ IsziStgigPictzd ¢
Fcdzj otsHdztse s tsBdBJ dzO 2k M 37,688 < 0,001
tctsH Miseo O
1 Otclzh jdzdj Ecdzj o SH dzetd cld® totz B ¢
- . o 18,776 <0,001
Fedzj otsHdese s tsB 3] dzO@ B tsdz §
Otelzh jdzdj kG dzj o SH dzl¥ clz2® totz B
! J dad § ’ i 8,500 0,004
Fecdzj otsHdetsegts tsB i3] dz2O0 B tsdzj |
Otclzh j dzd J Zcdzj o sHdzce 5 it
! J ded 4 ’ 5,732 0,017
slswetshy dzdzOW  dzOMmdzj H Mils o j dzdzt
1 Otelzh j dzd 4§ Fedzj ot sHdzsG 5 Tt
slswegtshy ddzOwW dzOMmdzj H Mise j dzdzl 9,520 0,002
9 J Mk
1 Otclkzh jdzadj kG dzj @ sH dzts dzBtclis'B |
- . , , 21,276 <0,001
Fecdzj otsHdetsets sB 3] dz@ Iplstpthy f
1 Otclkzh jdzadj ke dzj o sH dets dzBtclsB,
: _ o 11,793 0,001
FPedzj otsHdzse s BB A3J dz©@ B Bdzj J
Otclzh j dzdj k¢ dzj o tsls dismsty cisH ¢
! .J 9 . ’ 6,039 0,016
dzOMmdzj HMise j dzdetsfls! {5 sy
1 Otelzh j dzd J edzj o tsH detsc 51 s
csHMise j dzdzd S s dzOtelzh j dzd j 6,845 0,009
dzj Is
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lJtesHtsdzy jdzedj IsOBd&zdyr 3.5

MOBOSCIsj sdMmisd S d G| P
[svwGeshy ddz 2 Mmj &) 2 dz@ 2 ®
slsweshy dedgr 2 fjsj2dzr 2 Odz 3,250 0,017

hdlssodHdets?2 Y jdzjLrT

1 Otelkzh jdzadj Ecdzj otsHdesets B
Misd 4 dd ITtczO@miBD Ddzd Zcdzj o 4,433 <0,001
Bsdzj j yj B & 3 tetsHMilse j dzdzed §
1 Otclzh jdzdj kG dzj o tsH dzgtse t€ Si5B
Misjfjdd tkOpED Pddj kcdjs 4,385 < 0,001
Btsdzj j UYJdB o 3 §tsCtsdzj dedw =
1 Otelzh j dzd 4 Zcdzj o sHdzsG ts
tcsH Mis e J dzdadCrdixfoy d J tctsH Miso J ¢ 3,224 0,033
53 dted dzd § o3

1 Otelzh j dzd J Eedzj o tsH ey s
tcsH Mise j didedif sotctsH Mise j dadzed € s 4,402 <0,001
Fecdzj otsHdetsets sBd3j dz2O0O o' W o dzj

lted MODY cedffjtedzdCjdddwy k ®&BOIjtej2
o' wWodzjdedd 1 v BBdZj j, UpE5,384), 0 -0 2AcOS)H;M s
tcsH igdsla S ®o MiIsj f jded ttsHMlso © yoOhj fted c(d
tctsH Mise j dgdB446s4p=Qq, 004), Btsdzjj Uj dgFD2,616)EY !
(p<0, 003) (Md3. kOBAEZJYO 3.4). ltwd w52 U
2O dzd yd d tsy d tedy.dzdleO Bzdzcflagf & J.fip ) .

t OLodlsdj Isdftse MODY wBEMmdzse dzj dats ff Ols
GJdOr, yYybt ftedotsHdls ¢ tOLdzdyd &3 W j dztsls
H O dzdzts 2 W sted3r g . [ dzw f cHicSB dzgts G 5 d
LIsdsdzsedyud MSd wOLdd FOISfOgd ] ddODyY fgtolzlst
f Oydjdastse) twOLHJjdzj zO dzO 2 fHGtkzy§r-
MODY (59 f0Oydjdzstso-MOBY, 4 2%) § QyfiNEE B
ofistej yos hdjimw Idfr o Od@ddLdr daz) LaPd



¢ sazda@ k6

f OydJ dzlstse

fsHictsB dzts 5§  MOdz

qd m

H-MP D X

v O0Cdd3 tsBtOL tsd3,

o MmJ

ftcsB OdzH '
2-WT HNF1IA-MODY

Bl dzts

9
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(7,1
¢ dzd dzd ud M¢ d =
%)7 d 4R ( FBISB OdzZH SO
H dzw

%)

fs It

- DRYO W |
) ts
OCQz@xfdzjOL @zOdn da @ dndsfy g
6 OL H jvdjdzi Y OdzGM GRCKEEX T ' f O
(19 )@ 3 94).

1

l1tcod MteOodzj dedd MmJj dzj 2 dABQDE, HAEES M) ¥ Od § ¢

Bt H]djdts,
g «O0p, 006)

MODY (p=0, 019) ;

f 5C sdzj dadw D 0O,
GCK-MODY yOh j
ted Hd

fJtcos2

¢dy§Jeddsj i3d"

Exdted ddd B ted x4,
) s GCK-MODY

fted dzOdzd ud d

g

cdfJtcddsy Bdd

yoh j

fs MtcOo dzj dzd ©

74

U gted

-M@BOsY  f Hets[r) ISGK] jte dats” W o dzv j Is W
d tosi3Mls ojlsdzdidjCdixfo @sH s O
slsW ¢ sh Yy dzdzOW
fn

d

t

dzO M dzj |
g 2. 1L
oJtedWdydtad) IOMWL )H & ,3 D djslslz! (
fis30f, 0dB3 ) t6 ts HUnilsdg O t& cp -MOPY2 .
BOIs j toj 2

fedfklsmlse so O

g 2

I tetsHMmise j dzdzd € s

(sOB dzd yO
fjJtcots?

cBF83c25), (pL0JOaY) o

~
=
-

d uohj fted dmftd Ltse Odzd d cBHISJLH)Y (pOBH)NIs © J
sOBdZd\jPlsB8c&h Y dzdzr 20dgQdigleR Iz’ 2 f tctsB OdzH ts9 1
GCK- | HNF1A-
g 2
MODY, | MODY,
. n (%),
MmOtOCIsj ted Mmlis¢ n(%), | n(%), 04) P1-2 P1-3 P2-3
n=
(n=27) | (n=11) (
(3)
(1) (2)
Jlswethy dzdzgr 2 fj o
_ _ 25 (92,6) 10 (90,9) 63 (67,0) 0,648 | 0,129 | 0,451
fs edfjtecddJ i3dq
1 Otelzh jdedjy EZedzj ol
- 12 (44,4) 8 (72,7)|33 (35,1) 0,190 | 0,330 | 0,016
BOIsj tcj 2
1 Otelzh jdedj kZGdzj o1
11 (40,7) 0(0,0) |22 (23,4) 0,006 | 0,063 | 0,087

slksytse
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ltesHtsdzy jdedj IsOBd&zdyr 3. 6
GCK- | HNF1A-
g 2
MODY, | MODY,
. n (%),
MmOt OSCIsjtedmis¢ n(%), | n(%), (n=94) P12 P13 Po-3
n=
(n=27)| (n=11) @)
(1) 2)
1 Otelkzh jdzdJ Bka6dzj of
- 2(7,4) | 0(0,0) | 9(9,6) | 0,453 | 0,276 | 0,092
sBtsdr tsHdIsj dzj 2
1 Otelkzh jdzdJ Bka6dzj of
_ 25 (92,6) 10 (90,9) 54 (57,4) 0,628 | 0,043 | 0,097
tcsHMise j dedzed € s 132
1 Otelkzh jdzedJ ka6dzj o
_ - 14 (51,9) 1(9,1) |33(35,1) 0,019 | 0,379 | 0,090
tctsH Mis o | dddzdiflstg et j2dz
1 Otelzh j dzd | Zcdzj o
o , 15 (55,6) 6 (54,5)|28 (29,8) 0,830 | 0,009 | 0,242
Btsdzjd Y& o 3 {8
1 tsdzj g 3 tctsH fiyl
_ _ 7112 (44,4) 5 (45,5)|28(29,8) 0,896 | 0,290 | 0,575
dZzOtlkzh jdzd § d3 kzG dzj 9
v tetsH Mise j dzdzd € ts
Ecddzj otsH dzgsG s 5B o313 (48,1) 5(45,5)|23 (24,5) 0,545 | 0,011 | 0,261
35 dzjIs
t sHflse j dzdzd € d fn
Fcddzj otsH dzsGts tsB d3j 6(22,2)| 0(0,0) |32(34,0) 0,246 | 0,126 | 0,018
o4 M
{bWaetshy dzdg" 2 fj B4
fts LdsCOyj fMise j dd 5(18,5)| 2 (18,2)|23 (24,5 0,762 | 0,266 | 0,684
dso sSsBtOL 59 Odad W d
{bWaetshy dade” 2 Mj 3
8(29,6)| 5(45,5)|33(35,1) 0,279 | 0,578 | 0,402
s o4
1 tod HNWODA tslsw @ tsh vy dzdzr 2 dzOMmdzj HMiIse j dzdz"

ftcsBOdzH S o W9 dzw j Isfpyw

¢ dY J tec dzdeS P, 454)4(% 0,002).
vOCdd3 sBEE®Y BRAZ] dzs, Yl MejHd ddy M

HJOcG desMmisdtolzy Isiglad Clso tcthy M) Misj f jdzad tofs

yohj fted dzOdzd uydd
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Bsdzj j yYyjd&k © bty rn Yssitsdjddwvrs d k Btsd h
His 35 dzjls, yJ B fted swr 2. ltced dr 2 HESMIst
sftcj HY dzw j Isfw gL B IssydzOw BOMMO H BGedzO ¢
sMmtse j dzdegsmisw n Mj d3d 2 desets OdzOd3dzi L O 58 1 v
ftesojHjdzedd HWW jto]l dzydOdz' detse s HJOG dztsL O

lted ftesojHjddd HAWW  jtoj dzydOdz! desets H
Eydlsr & Ols |, Y ls 8MODVYY tets(f tc jGIQKdzW j Is fipw yoh j
dzOMmdzj HMise j dzdets s ! fts dr I tesHMmlse j deded € t
HNF1IA-MODY 1uvJ] yohj fftjHjdvslsmwy E ®&EOIsj
Misjfjded tesHMlso ©O. 1 tdzkyj dedzr §j HOdzder J| i
dzd y dztisdzts otdsd. s OMis O n [ mMdzj HizZ ] Is Zy
HdWW jtoj dzydOdz! dgsée s HJOGdzsL O Isdf O dwr dzO

3.1.4 sdkddduyjmSd] ROwOClkjtdmisdSd MC
LOBEdj o Odd™ f§tsfmdj 18 dzjls

ltetseo JHY dz2 OdzOdzd L Odzls s i dz i3y Is wedf yJ ffif d m c
sy Hjddd: MmejrHndd?2 ojf f§ted il jdgdH] dat
SHGSY dZsHds2 Bjtj &dj dzdesfisd & §NIAPE)F dzIOEsas,
ur 21 (3246,7N509,4)¢ e O d3dz 0 ( 93 0) , ftej v dgv v N2H,dad)dzC
(51,1N2,9fmd3, =0(,p556) Mmtstslse jlsMise jdzdets. [ftojH ]
82%) d 5 M%Bpr AB{&] 3 BOMME Isj ZO § &6 Odd
(p=0,414).

v 0O¢ CO¢ 2 Hjlsj 2 d E oLttmdz =~ tcOL C
OB BtcOIststedz’ | ¢ OL @uUsy rddg ts Y diEgsf2te j oy @ fidy 'dzd ks J
¢cdy J telstsdzd d, tcOMYf csMistc Odzy dzdzts My Is ! Hd, F
MODY d m a2 9 LOQadMmdd@zdsmisd ls oL tcO
tcOL H J dzj dz O cwhkzffr Hts 18 d ¢ tsmdzj
fsod HgdAL ] HOC Isstetse tdME O Mej H BBMdz] HSE
(57 §0Oydj dzlstsoe) d M wr2 (65 PQPydn ddBGD
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8(123%)ifp w20 ,(@35). 1 sbtejBdv jls OdzS 56 ts5dz
dzj HJj dz¢ 1 H9)ydfg dalsf 4.1, 5

Vtod eodzjvdzdd cdf J toc dMODY S otz j dztf & p)ls
dL 57 f0Oydjdadstse lsmkzlsMmlse s Odzd ¢ dzd dzd y
HJOcG dsMmisdtctso Odz0 ftod HtosmatyHjddd tokzlsdd
sdzddzd ud MS&dj fJsWwedjddy c{figead?, | Gds
SftejHjdjd E 6 %Oydj ddODsy, ( MnGzd3 j dzqd §
HJOGdtsMmMisdieseo Odzdd L OB tsdzj 9 Odzd W B "%rd. olrw
8,8%) §OyYd,j dzstse f; MODY HB HJOCGdsMisdtet
qdav § Cydsdedets LIOmB sdzff f Pdefdz) Xtgdls) . s dzd dzd
MODY d w12 ffted HJOcdmMisdqteso Odzdd ccdif j toc

lted o' wWodzjdadd dzOtelzh jdzd?2 kG dzj 9 SH dzetsc t
(Y JuvU, dzj ftoj tor ades] dBsdzdlststcdtotso Odzedj ¢ d
cdyf jtec zdzOpBd &0, %5), £ {§ Oy shpldstote OfdzH 6
cdf jteadzd SS9 BEEYO0)( te( sOBdZJ YO 3. 7). v O0Cdds
OB stcOlststedzr i35 R OWOCIsjtedMlsdS Oy dzOY O dzO
tcOL dzd yOdzd iy stsdz? S5 5 YOMmlstsisj. {f fisknfiph l4cf
L d20ydq di3" = tsls dzd y d 2 ) Widstssdfdyjmsdana 1.
cdfjteedzd S jdi3dd E ddy BsdsHtsets oL tcOMisO
ftesojHjdzedd HWW jtej dzydOdz! detsets HdOGdzsL O

v OB dzd yOs d@ddd yi Mtdy ~OBOCK] LdifOEUsnE Qg
cdfjtecddtj i3dd

1 Oydjdd 1 Oydj dzld
s dznquzzfgss-m;s Islstgct MODY. n (%), | &1 2196, 0
a dtedfmisd (n=57) (n=65)
1imind &Y ssddkor  edf) ;454 46 (70,8) 0,439
| dzs CsLtedv 1(1,8) 1(1,5) 0,743
ddedy jdzedy o MO 2 (3,5) 0 (0) 0,216
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lJtesHtsdzy Jdzdd IsOBd&zdyr 3. 7

s dz:q;TZ ;D QBlstSJthGOCflsff]tslstGCfd “"10?’3 (j ;A)TL L ?;O{j) .dZL p
(n=57) (n=65)

l sdazdHdyf ipdw 6 (10,5) 12 (18,5) 0,060
l sdzd zted W 6 (10,5) 12 (18,5) 0,060
1 Ozdudd fYwinhjmlse 5 (8,8) 6 (9,2) 0,592
Ldfdeeadtady &b 954 18 (27,7) 0,055
] sfisf teOdzH d Odz' dzOW 2 (3,5) 9 (13,8) 0,010
1y dtecddsJ BdW (

f5Misf OdHd Od dgOw 24 (42,1) 38 (58.5) 0,129

lted HdOGcdtsmMIsqteso Odzedd w1y k& d&dy M MO
Br d&zO tiefd HJdOc dzsfmisdtetso Odzd d dz¥ ¢ §£7%0P)s dzc
(p=0,006) d ¢tod d&§es)j@dd 0OANO EdYj tec dzd
sftcj HJ dzv dzO My yoh j ftcd lMmikzlsMlseadd ¢ dzd
(6 £12,322), (<0, 001) (lsOBdNMAPY =¥ 6§ HJ dz} 2O { t5d
OMMsydOoydw d@iyHE Gdfjteeddsj Bdj?2 dObt
(r=3,299), (p= 0,019).

lted HJOGdtsMmisdteso Odzdd w1 2 L &2Oydqd zOw
stsdz? €5 By HEZ HtosHsd dlsj d desfis! 8 da@ls &M @
(r=0,303), (=0, 033) . lted dwr 2 B Mid B IstsdzdzOw
dzOdzd yd d dda j ¢ yd tsdedst6,098), (-ORIM)dzj & Odzd Vv (
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OB dZdyOi Gdz@ddL FO©OCIkjttdmlsdS MODY
cdyf Jjtecdd£qr®dd (n

RLEYOFGPCIlsjtedmisd S G| P
1§ md &Y Is 5 d3dzOv T it jj 6§ cydf szl 7,609 0,006
L OB Bdzj 9 Odzq
1 id &Y s 5 Bd0Y Tdd Mg dafg S p 8,383 0,004
1 i nnd &y s ko Bddyesaeyy <0,001
%Ol sh OF

rdzv  dqdLizygd ddy €dzddduguodzd -0ePibgEd
sBfMdzj Hiso Odzdz" J dzd y O, otsLicOMls Clsster A
MsOwh j 18 dzjls, fHjdzjder jNhj deO 3 ctek
9ntSHWIS 9o OdzOdzdL HEMISGPMOM@YMODBG) f OXN g dzl
HNF1A-MODY (16 Oyd J dzlsisfg ) 41 B (65 ¢ OydJ dAd@de) .
Hsfmisse Jtedzt YyOh jJ ftod BdzOtelkzy jdzedd cdi jt
ftedL dz20¢d HJdOBJJ IO o-MQBYo dij dag@@0O9 (pHINE/L A
mMtsslse j IsMmise j dzdzssMOD Y  wiad fiyls o JGaOHKs HUe@ G jd,» @
o' WodzW dzOf)! edff jtecdzd s B dzOIs s hooy-iviend
mopy =0,001), (Rck-mopy-s; 20,000, sSseHO S OMOPWd e NF1 A
81 2 undiaooywr 20, 029) . 1 sMOBY HOFJ A yM@D¥ted
g 2, Hgfejdzdfm! ©BO bIdJfO cdf§jtecddC j d3hech:
mopy-cck-mopy = 0,001), (PinFiamopy-w; 20, 04 7)) (OB dZJYyO 3. 9).

1 tod VXY Mmded ¥ 4 dad J 94 MO Bffted HJ dzW dzt
Md B stsditse ¢ d faiF®d7 @) A BI G0 3( , ts |z A fy l§ dn
ftosweodz dzgd?2 cdfjtecdzdCjdB3dd BT dzts yoOh j { to
(¢ £8,449), (p= 0,006).
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v OB dzd yOiI s3dzd9dzd uJ M& d 4 ~nOtcOCIsjtedmMlsds d
HJOGcdzatsMmisdtetso Odzdd cdtff jJteeadzd € § &3 d
GCK- | HNF1A-
g 2
MODY | MODY
. n (%),
MOtOCIsd ted Mis¢ n(%), | n(%), (n=65) P1-2 P1-3 P2-3
(n=36) | (n=16) |
3)
1) 2)
sfkzlsfls ' Ig
{&Mh ) o Cf% md oy 32(88,9) 7 (43,8) |46 (70,8) 0,001 0,047 0,028
cdy jtecdzdCj dsdd
L dzs StsL Etedw 1(28) | o0@© | 1@8) | 0511 | 0,769 | 0,634
wdzdy jdzdj o MO 1(28) | 1(6,3)| 0 | 0423 | 0443 | 0,164
) sdzdH g g W 2 (5,6) | 3(18,8)|12(18,5) 0,008 | 0,040 | 0,446
l sdzd Zted W 2 (5,6) | 2(12,5)|12 (18,5) 0,095 | 0,040 | 0,137
RdzW J S ydsdadetsy L OB
_ _ 2(5,6) | 3(18,8)| 6(9,2) | 0,356 | 0,512 | 0,604
HJB¥® Is]
l toj 5B dzOH Odzd §j & d 1
28 (77,8) 1(6,3) |18 (34,00 0,001 | 0,001 | 0,029
dzOIlstsh OC
ltcj 5B dzOH Odzd §  tsfi
. _ 1(2,8) | 2(12,5)| 9(13,8)| 0,640 | 0,435 | 0,294
cdfjtecddCcj izdd
j toc dzd € J w q
Ldfjueeddt ] ddy @ 7 (19,4)|13 (81,3) 38 (58,5) 0,001 | 0,001 | 0,047
fsfisy teOdzH d Odzr dzO

vO0Cdd3 BBOL 53,

cdfjtecddtj i3dd

tcOL dzd yd w or wpo

§ AsO W Q Sassiste(df igflaud) ME df off & d

o ckffon

dzj dz'

fshisf tOdzH Ozt dats 2 .

tcOL dzdydw dwd MECdzgddz ftcdL dzOC O~R
HdOc dzsisd tets o Odzd

Mz yo, 9o,
slsdzd ud J
Cdzd dzd ud MS d =~
ftoej HY sdzsy d Is

s ts dz!

JHAZOC 5

S tej Hj dzv dedzr 2

)
o dzkz Is te d
1V
L OB EX| & OdPL s | @l G 6K
Ofd i3 ssBOISdyde" i3 dzZOyoOdsd M §t
HMODIYNF B As! ss Bz dzO
ftoeswodzj dzad?2

LIsOf jd figd des/fy s/

fOoydd delstso
Cts

Isdf O

d

cqf jtec
fsHlsdf MODY.

m M
f tcJ 5B dzOH
Ctelzy
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stcjJHd MmMsfklMmMlseolkze h j2 JOsdztedd E2-2dzd
sy fidd 2 12%njdzcg Ds(BOMBEO fted 44dOc
GBHO); Oddtecdig) HOJY) L& jfosdadgtstew dz' j € 5
dzj W Mdets e 6 2@ Bdzla)l@G , 0 OB tsdzj ® Odzd W  Nidzls t6o d¥b)IdAIS
(ttOC, Okzlssd d3dzz dzdz" 2 -gChHEYgHHSd2 H BB KL
L OBtsdzj o Oded ™ 2 " fd BDIsg 5 dz'( dptg dzuj ¢ Od3j dzecdzOW
cOfMmisted Is, ~ntotsded yd MS d 20) ifucudzS to(j] RGN j dedzi 4
M tH yoO, OlsjtetsmC dzj tetsL Cstes@piEda @B s @b |
BsUJor Hiddlsjd ds?2 mdMmlsj B’ (f1w) ( d3657
fdJ dzsdzj W tcd Is%h); 7 Blsts Bzn d ®dz'3dzOW Q) 3@;B ts tlz] 92(
YJ dzlstcOdz! dets?2 dzj tco dets?2 MmdMmisd d3r %) (1 Asifds)] S tc
(OB dZd Yy FQ)Xdz0¢d §Oltsdtsecdd yJ dzydssets
flzlsj 2 HJdOGdztsis g tsgf@iiaizls tizo , 3 %gf 154 88 € &ded IS
nSteH ' o MmMJjteHYJ . v dzdy M MODY HEGmMIsBo J
sjdzO0 d LOBtsdzj 9o Odzed™ r su, yJ B fted wr 2.
tcsHMilse j dzgdzed C 59  totsB OdzHitdad friz MOHDAXSS 6 tsts >plaffitdg)
Rfv bk fOydjdidstse ) MERBINIBC eAsd3up dg' &z dzd 1
(26,3N5,7)S ¢ 7(dg0,001).

s OB dzd you 8f Al®Mlso ze h dj L OBBdzj 8 Odzd™w d f OF
MODY d M war 2

1 Oydjdzls 1 Oydj dzlg
1 OB tsdzj 9 Oded v d MODY, g1 2, P
n (%), (n=57) n (%), (n=65)
RLBMIstsydzr 2 ojfm d 3(5,3) 21 (32,3) 0,001
] sdzd dststeW dz" § € 5y dzf 8 (14,0) 15 (23,1) 0,149
O dzdzj tec g w 10 (17,5) 19 (29,2) 0,096
y Ofplst j HtesMmiskzHdz | 0 (0) 2 (3,1) 0,126
dtelsj ed Odzt dzOW G d U J 12 (21,1) 19 (29,2) 0,205
1 OBtsdzj e OdzdW™w r s U 5 (8,8) 15 (23,1) 0,028
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ltesHsdy Jddd kOBAZdY"T 3.10
1 Oydj dzls 1 OydJ dzlg
1 OBtsdzj 9 Odzd v MODY, g 2, p
n (%), (n=57) n (%), (n=65)
1 OBtsdzj 9 OdzdW™w H' R Ols 3(5,3) 3(4,6) 0,645
) 4 (7,0) 12 (18,5) 0,053
1 OB tsdzj 9 Oded W [ 1 & 2(3,5) 8 (12,3) 0,073
) OssdzsedY 2 6 (10,5) 14 (21,5) 0,081
1 OBBsdzj o Oz W [ ® 1(1,8) 6 (9,2) 0,081
1 OBGsdzj 8 Odzd W A 2 (3,5) 2 (3,1) 0,638
¢ dzj d&sq W 1(1,8) 2(3,1) 0,512
L dzdMODNM ¢4 SsYtejHjdvdaom Yohj ftd d
(¢ £8,253), (=0, 016) ; gLBr ssydz 2 ojfm yYOh j i
md mls jedk6,263), (0, 04 4) ; LOBBdzy 8 Odzed W H' m Ols_

Odzdzj o6 dud M< sEx,463 yQ MEIN@e(dzd WO 3. 11) .

v OB dzd yi©p d3O dxdlL

Nsfklsflso s h g~

L OBabd}j 9 Odzd

usfbklsmlseakzs hdj L d G | p
tclsj tod Odz: dzOWi dal rjlsdd
¢, d g _ Id_LquJ 8,253 0,016
odfm d Bydtj dzdd

rists r2 i ¢
"EE e o4 M q 6,263 0,044
LOBdzj o OdzdW H' 7 Olsj ¢
Odz i Odzdzj tc ¢ j 1
1 dudd d d udi 4,416 0.012
LOBBdzy 9 OdzgdW™w H'™ = Olsj ¢
Odz j Odzdzj tc G j i
1 dudd d d udi 3315 0.017
LOBtsdzj 9 Odzed v 2z
Odz ' Odzdzj ts ¢ j 1
1 _c{uou J d udi 3202 0.023
Odzj 3q W

lted & 2zZdy BsdzHBEts oaBLicOMISO L OB tsdz] o
4 416FB,288), (=0, 039) ; LOBBdz] 8 Odzdw A1 & yYyoh
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Ho dGOlsj dz/ dztse4 Y MEPBO0L); Odzdzj ecdud MEd
L OBBdzj 8 Oded W = H' n ©4s3j288), asR, ORdSMls;d dy | (w®" J
3424), (=0, 012) d ftd L OB &dg§ OB jzdv B3 J 56, ipls
(p=0,025).
lted dLEyjddd yoOmsslkr MmMosfklkflsekzs h dn

fl tOLd&dydyr 3d IsdfOdkd MODY-MODY 9 ezjsdizls 50 jt
sftcjHJdVjlsmqw dLB'M Issyder 2 9 j M, () J L OB t5¢
MODY tj3j dLB " Issyds 2 ojfy, yjd ftod
GCK-MODY fmtsfmls 0o dzv dzO S 23 dz4f [d2 MOE: 1 AR 23 642P,0;
243]C ¢9(pal3-0, 6 45) , i 8B2,33292% ¢ 7(mz=0,018), (ps=0,037).

g 2

lted eOXDY ¢

yoh j

st HJ dzv dzO M £ H4ESY),

(p=0, 003) ; dLB" Issydz 2 9J M yoh j ftcd
(c £4,697), (p<O0, 00 1 )HNFIAAM@DY Odzdzj e dyj MS< d?2
LOBtSdz] 9 Odzd W » H' - Ofs3j609), D008 d Mmis j d3' (
s OB dzd you By El@fmlseoze h dj L OBtsdzj 9 Odedw d
teOL dzd ydz' B3 Isdyf O®Rd s
GCK- HNF1A-
g 2
MODY MODY
. n (%),
MOtOCIsj ted| n (%), n (%), - 65) P1-2 P1-3 P2-3
(n=36) | (n=16) (n=
3)
1) 2)
RLB'" Istsyds 2
_ _ 2 (5,6) 0(0) | 21(32,3)| 0,068 0,014 0,005
5y dted dzd |
] 5dzd Bistel dzr |
_ 5(13,9) | 2(12,5) | 15(23,1)| 0,975 0,221 0,404
Ctsyder j o' !
O dzdzj toc g W 8(22,2) | 2(12,5) | 19(29,2) | 0,547 0,438 0,235
yOmis' j &6
_ 0 (0) 0 (0) 2 (3,1) 1,000 0,230 0,094
L OB tsdzj 9 Odzd )
dbiclsj td Odz' dz
_ 4(11,1) | 5(31,3) | 19(29,2)| 0,201 0,045 0,871
cdt jtolstsdad W
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ltesHsdy jddy kOBdZdYyT 3. 12
GCK- HNF1A-
g 2
MODY MODY
. n (%),
MOteOCIsj tod| n (%), n (%), (= 65) P1-2 P1-3 P2-3
n=
(n=36) (n=16) @)
(1) 2)
1 OB tsdzj 8 Odzd | 1(2,8) 3(18,8) | 15(23,1) 0,296 0,007 0,422
1 OB tsdzj o Odzd |
_ 1(2,8) 2 (12,5) 3(4,6) 0,442 0,905 0,462
H' n Olsj dz' dzts!
H ) 2 (5,6) 2(12,5) | 12 (18,5) 0,397 0,061 0,721
1 OB tsdzj 8 Odzd | 1(2,8) 1(6,3) 8 (12,3) 0,630 0,094 0,498
] Olstsdztse d v 3(8,3) 2(12,5) | 14 (21,5) 0,615 0,098 0,648
1 OB tsdzj 8 Odzd |} 0(0) 0 (0) 6 (9,2) 1,000 0,052 0,159
1 OB tsdzj 8 Odzd} 0(0) 1(6,3) 2(3,1) 0,161 0,582 0,283
¢ dzy dzd v 1(2,8) 0 (0,0) 2(3,1) 0,574 0,891 0,487

vO0Cdd3 BBOL 53,

fMdzj Hizjls Eydlsr o Ols! |
Uj® ftd MODY.

dL Ezud ded v
t smimdd kOCdJ

g 2,

[ dzv
(teOdzy 4 9o
sBtcOL 5d3 8

fted ftse jHjddd
Yylsts dL B Istsydz 2

st BOlsts ks MODY i NG@K MOD Y .

o Otc! qiIeso Oz tsls
d dzin it d2dedztsiaz,

5j cOf ¥

O yd™y f Oktsdsddyj nsdn
dfmfMmdzj H s Odad W

f @) d J(d3ls pj ogh o, d& 5 &y ud dz)
l sLtOMmls

His 43 dzjls. 10 dBsdj

4 Yjdkse iSO nsfld
[jHd OO RB%1cC

Medzé vy dad § B
Modujlsjd Misolz] lsyjsizj o sdis dxsjSdad OIs§ dzj 2
sB fdzj Hiso Odzdz’ ~

o fmJ
oMmMict z

16

HdJdIsr .

fOydj destso

fOyd] dzlstso .
lted dLbkyjddd MsckOktsdsedyj MSset fisc
sB fdzj Hiso Odadz" j

fojHi Wweo dw dd

HdWww

o4 M

Y OdztsB T
5§t HJ gy famdzs Mo
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COL dZzdyder 58 o dHONK Hc Ol HIEDS 6 j Grg 2 sfls i ko 44
(50,0%) 2 %) i (S35 e5tsilstsyd o sls HY fj de, dzj
tcOL tolzh j dzdzts s ! L zBtso, HdMSC s®BW stels 9%)
N Odzts o Ozl v Y flzBd s ctElOUd o OdzdV tols O.

ltod odsjh daj 8 GHEskwihdjz sdOdd = 2 d&zOB d
CteOfdzs?2 CO2 R SkB. L) HIEMIEKYY OnydQ) corisch
Bjlsjstesdsedyj Msd2 Sj2ddls. VL L tsEt Y
vOffjRdzjtcO (o 0OdeOBBEPL BOBYKG] i PY 1 5L O
fMzdL dMmiss?2 " jCd 6 ddddd Mi COddw %) kt
HJOcdesisdtetso Odz S Oted j . R dzlsj dzfnd o dzsfyls
Hd OB j Istsd3 B' dzO o MsC ts2 N1,d8 Odgtz® s O d iz
L Of defitatse O dzdz’ A LNA®)G 81  dzf 7y, 5 f toj 5B ZOH O dzts
f stcOX J dedz” d3d C AL medsd y( 2, Riydudoe (Ot
f sflsOo dzj dzdz’ d3d  dzsdze OB o Mte j H\E@EB)dEH of dsd 1
LHOdzj dedz" j L zBT sIsWR)) U @y d kdzlsds ods 5§ sd) G fipt
Mils 0o dNOR)j ¢ 6 dzd y . R dzls § dzfd o dats fyls ¢ COotdd
(19,0N2,3)B O dzdzts o . YyYoh j COtedsLdz 2 ftsyj i
(465%) d SCStdzsOCIsdz 7 Wotbo j td ndoreh Is W &lz ¥(HAGB:, h9d
COtdd MO d JcshmtBdyszd dd PQutj Zzso (50, 0

v efmjrn TOyd,jdsseo iy MODY orWwodzjdz o
f OtsHEdS0O, MoftesotsyHOs N d2aMY cdifjtej &3d
oMy Odzdlsjdz' dzr & L OBBdzj o Odzd?2 1 OtetsH sdzls O
fOydj dzlst9ms) GEKOMADY MicjHdzjcets otLtcOMIsO
Cjdzj eOdzd L 50 Odzdz 2 f OtetsH s dzgls d Is dZzj ¢ ¢ 52
steso slstsydo tsfls HJ MJ dz, cOo¢ sHddz dL o7
Oddydwy otMfOdjddy o ©SOd'R f OtetH szl !
MODY . RdzH § € M Ctesotslssydo smisd z dzd y
LOBtsdzj 9 Odzdw d3d H OBz P HOIpEOs ddt ONT is
ddels j dzfpd o detsfls: oM Odzdlsjd d@f = LOBd 8 O
qdzH j SO [ ¢, C slstste™N2,7)%Mts s gadnd § § B O |
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SlsteOy O h d2 ddalsj dzimd o datsfyls N8 ) @ P dzjsdafdrdzO .
f OctsHsdzlsdIs©O PDI fsLosdzddz tyj ddls: dzd
FlstcOlskz ftodCtejtfdzj BAv2) dN®dg&k@ses ddz (2, 3

[lsdzsy jdzdwY dzO L kB OR, ftoisd&kzh bk § tedaty
sB dzOtclz ) J dz zZ efmjnr sBMdzj Hiso Odzdz" n ftcd
(18NO0, 3) BOk&ZO. wvojtH'™ j Lisdzr j %)slstiz@®yd §z
42330t dzOY sy dz¢ © dzOdzd ydw Ise jteH™ 7 d W
ddzH j C fiplzi VMGerremi | I i on o NOsBEOsd@dmda, ( Iylkhs
dzi HBBO dzj so stedIsj dz' des? cdedjdai f sdzsmisd |
Cdzddeso dHdzr d©3gd H W JjSClsOdzd d tsB dzOt@oy j dgtO dA
CdzddzsodHdzr = H W jClstsoj ipisffichp By ¢ Ouzispd Mg d

O desBOdzdd L EBtsyy dzt Misdes?2 MdMmilsj 3" o mis
GCK-MODY . J BsC s A EyoOmils§ On L zB dzg' m tc
HdMIsOdz! dzOw S Cdzé L dw, o ¢ dzRetasCdEsO dzd dztf dg W «
sCCdzs L dw. L BCCEMQORAEO OdBsFOdZd?2 Jted S kMO
O detsdzOdzd d f sdztsy j dzd W LB B9 9 J ton dzj 2 d
sBMdzj Hso Odiedler ~d (BB'7dzch o j M! BBO tcOL destsB o OL
OdetsdzOdzdd L kBt MtsyjlsOdzdm! dd&GjyHEZ Mtse 2
MmdMmlsj 3" . 1 06dBBdZjj YOMss oMmistej yodzdm: f
fOydJ delsO tsldsj yujde' Istejdsr d HJOMIsjdr o
tcj stz dw dzdydedrs tejLytse d OHJjdsdwWw Holk
dzd ¥ dzj YyJ dzt Misdetsec s Mz ME@HOD) L POGF Hhdels s o O dzQ L
hjdzycomd o mMkzmlsOe |, dzfj Mtsftctsotsy HOB M d
MddzH etsd3tsdz (2 fOydj dzls Q) , HjoadOyd,j 2 dz!
f Oydjdalstso tslsdzj yodzd o OdzOdBdzj L j + fdL HT
slsCtcy Otizls O.

sOC YsCOLOdd tjLizd sOIsT dMmMmdzj H 5840 dzd
RU & dzdy M MODYN6MB)B @PleezDd dz) s22z2y5 dzdz” j H O
L 20y d d3ts dzJ sls dzd Y O dzd ! tsls ¢ ts dzls-t#OERUE! dz
tOMMUdlsOdzdzts? Hdzv MBRBPBEEUMN d M At @dazO
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(27,4N2,9)B O dzdzOGs0, 1 P8 ) . vsOCdds tBEKEOL 53, f tc
ModHjlsjde Mlseaksls 8 Istsds, Yls B ls ts g P b 18 gizts
fsHHJtey JoOdedd MtsmMistswdzdwW LHBeBo! W Btc6 OC
sjtofdd fodshisd ttlsO E §0O0ydjdlstssa
MssBOsdsesdyj MSdn LOBtdzj o 0dzd?2 k& dzdy fi
COyjmMsoa® ydrLrded §Oydd dzlstsoe .

utejHd nAtsdduyjmMSdns HdOBJjIsduyjmMSdn tf
HdOGdtsMisdictse Odzr  (ZD 5 Sl FwPEB)s L AWRd j |
HJOBJIsdud ME OV tilsddzsy Olsd Wi,z dbj Yrets P gf o
ftoj ftosdzd¥ jtcOlsdo taPY ( BOBEzE O3 ( 13 B .

OB dzd yimBs dzPBud MEdJ HIOBI Ui MEdd BMds)y

1 0ydjdzf 1 Oydj del
r d OB j Is daufg dgs>ddzj dz¢  MODY, ur 2, p
n (%), (n=57) | n (%), (n=65)
t dIsddetsf Olsdw 5(8,8) 9 (13,8) 0,216
1dWvtesy Olsdw 5 (8,8) 8 (12,3) 0,301
quZHtGBds 50[034 sdu 0 (0) 2 (3,1) 0,256
dzj 2t Osdyj MSOv Wis
ledL dz0Cd 11 12 (21,1) 12(18,5) 0,556

1 ¥tesf Olsdw, COkjaetstedw %h1.f Ogd Yy dzzip 820
[ sflsse jteds j ©OLddydY dBjyHE Gtz f Odzd 1 C
] odVODY tcOL o dlsdj dzj 2t Olsdd B' dzts yOh
(6 £19,166), (<0, 00 1) o (Bj=Uds8s], @0d, 00 1) ( IsOB dzd 1
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s OBz YO rdOB4 Isdui mMedy sy dj ddy d - O
(n=57)

MOtOCIjtedmisd S d G| D

Li2EEli@E6EY gsy Olsdw 19,166 <0,001
li2boli@s ey Osdw 19,166 < 0,001
Li266liosdw 13,838 <0,001
{ jlsq dzsfdgisides § Ols d ™ 18,145 <0,001
{ JI5d dzifs@sevgams h v dzdzr 2 M j d3j 2 dz 5,131 0,023
Li26tlieddy totsdj Misj tad dzj B 11,052 0,001
L j2caideg” ssydy 2 o j f 10,074 0,006

| Isd detsifd@ldedh j ded 4 kG dzj © SH dz

;;Bjutstgtgs O dzH BJa o J 0016 0014
LIVt eali@Sdy tnsdzj Misj tod dzj dBd 5,598 0,018
LN CEl@EdT " j dgfl Mu 5,272 0,022

ltced w12 wWOL9dIsdJ dzj 2tetsf Olsd d ¢ 812,248),
(p<0, 001); dzj2tesy Olsdifl7,J6&)d(p<GAON)EH E Pz Ol «
dzj W te s @I$ d0cB27),( (=0, 00 1) ; dzj 2tctsf Olsd v s tc
&ZOtckzh j dzdd Ekcedzj o sHdztse 8 tsB d3g flB@51)z (p=GBER); tc
dzj Wtesf QBOYY ftod cdYJ tclsderb@IBY (pFI0L2DK J B3d d  (

lted dL vy ddfteow@ifgts'd~ HJOBJIsdud ME
fOydj dzstsesMOBY G@K HWEFOWY HtsMisse jtedze" = t©OL
orwodzj dets (lsOBdzdyo® 3. 15) .
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v OB dzd yiwBs dzcbud MEdd HIOBI Ui MEdd BMAs)y

GCK- | HNF1A-
g 2
MODY | MODY
. . . n (%),
rqosjisdui mcdy M n%) | n(%), (n= 65) P12 P13 P23
(n=36) | (n=16) @)
(1) (2)
t dIsddetstf Olsdw 2(5,6) | 2(12,5|9(13,8)| 0,871 | 0,170 | 0,423
14 Wtetsf Olsdw 1(2,8) | 2(125)| 8(12,3)| 0,642 | 0,107 | 0,514
4 dzH o ts HdOBJ Is
C_f s d . JBdu 0 (0) 0@©) | 2(3,1) | 1,000 | 0,230 | 0,394
dzj 2tetsf Olsd yj m< Ow
ltedL dzOSd 11 3(8,3) | 5(31,3)|12(18,5) 0,051 | 0,177 | 0,423

lticd MDY ©OLoadlsdy dzj 2tetsf Olsdd BT dzt
(c £14,804), (p<0, 001) ;  dijtRtdcds § @Js ¥ tdsHfi4B61], p< ,001);
tcOLodIsdj duUPtHF] Pedd dzOdzd ydd dzOwlzh j dzd 2 |
ftetsB OdzgeFBIB0), (=0, 03 1) ; ©OL o dilsyf@" jdzjtRidedts § PusE
o § MajF3,366), (=0, 028) ; o] B @by Aefld dzj ¥18,89)OIs
(p<0, 001); teljfstddesd Omdfld sqiga/l) (=0, 004) ;
dzi Wietsf Olsdd ftod d&Odzduydd dOtkzh jdd?2 Ek6d
(c£3,344), (=0, 04 0) ; deffetets QI8 d ds tSeurdeBIR), (B=0.0201). (
] tCK-MODY sf tej HJ dz dz' Y Bsdzsy dIsg dz' dgj 2 tc € fs@Iss
HbAlc (r=0,433), (=0, 008) ; tej Isd detsf &B,89B)2 (=§,018)% b A
dzi W tctstf Olsd j 2 =0478), (=0 ,(0r0 3 ) . 1 P DWYHNRSIOA o
dzj 2tetsf Olsdd B" dzts YO j - Yielc F§.633)" (p=jOoditby
dzj 2 s Ot d dapr3,650), (p=0,012).

ltcd ofMmMjrn IbdfORr MtejHd tMdztsy dzgj dzd?2 dzO
GCK-MODY d HNNG-C1L YA tcOLodIsdj Hd OB J Isd y
OmMMmtsyddtetso Odzgs &g ¥ HE MBS2, M cdif j teisto
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[311 . 1dOyudd' » ©OL dzd ydx o1 dQefpseisy Mk 6l
ftcd MODY d w12 daj f Bdkzzyj dzts.

3.2. [OBtstObttd j §sCOLOIjdd f§td MC
LOBEdj o Oddw f§shmdj 18 djls

1 8C 0L Olsj dzd, fsdzyd dzdzr §| fted ®tBMAZi HTES
B" dzd ftetse j toj dzr dzO  dzts etz O (zls @uzis dy 6y O te 8y Jdsis),
sdzd Br dzd Mmkh jMmlse j dzdets s5isC dzts dzj dz' 409D5) dzt
ftsCOL Olsj dzd -tojdzf I€ dsH O ,, i 1, sBh jGts ~ tsdzj
mef 111, o] U, b d COdz ydw, f ts1 Istsd3kz
dzj § @e®td Ui MSdy bimksr MsOdMisdd.

v OB dzd Yo 3L KM sOls' fso jieSd BdsEddduj MS
fted MODY dz2O dested3Odz! @sMEils & 6 ks gomists JOGJ v

1 8COLOIjdzg Z s tsizdiztw dgdsis dste tc
111 2,084 < 0,001
HbA;C 1,268 0,080
u-f j §IsdH 1,449 0,030
U U 0,885 0,458
CH 3,480 < 0,001
stcj Olsddzd dz 0,724 0,672
84S A 1,126 0,158
I mu 1,433 0,033
U 1,377 0,045
muf 11} 1,136 0,152
muf 1 11 1,988 0,001
of v 2,184 <0,001
dduU 2,558 <0,001
s Odz' yd?2 2,197 <0,001




3.2.1 1t5C0LOIjdzd EZedzj otsHdetsets tsB d3j dzO

v ofMmj n f Oydj dzlstso B dzd tfftcjHj dzj dz
ZOIstsh OC, cdzd S dctso Otlagetl B d e j ds8 ¢ tets ezd o f |
sr 2 kdyO Br dzd o hj, dzs L dzOydad3r m teOL dzd

v OB dzd yi© t8C. AL70Is j dzd EZcdzj o tsHdese s B d3j dzO
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1 5COLOIsjdzd (tjW,j| MODY,(n=57)| ur 2,=6%)n tc

11 63,03 d@BBsde / & 6,6[6,0;7,0] 6,5 [5,7; 11,9] 0,461
HbAlc ( &3%dzjNGi )6, 0  (6,3N0,8) (7,1N3,1) 0,111
uf | IsdiH,9)d/ oz, M| 0,9[0,5;1,1] 1,0 [0,3; 1,3] 0,070

lted drkyjddd OmMmMsydoyd?
d &OBGEOltted Bd

f5COLOlsj dzj 2
TOKOSIsjtedmlsd S Odd

MODY

Cstete dzv ydd de@iypdadz” 3d-f 4 ¥ 5 dA®D,3BO) (=0, 009) ;
fdfbdrtsd3 d {tesHsdyHDPU), @estls0 63 )uar L0n
(r=0,493), (<0, 001) ; HbAlc d { tctsH8,809)d(s=0,a45)k:ts
HbAlc d =0,368), (=0,004); HbAled v F£0,331),(p=0, 009) ; H
mef 111 =0,360), (=0, 004) ; G dzf L 151 s@335], (pm®008).

1 6d LdzOoyd ' § OMmMMmsydoydd =i jlsHdiHd
HbAlc (r=7 0,468), (p<O0, 00 H)j;f lsdH © T 0)3%56), (pf0r, 009) ;
f4dflsdHtsdz0@8%@E=0(,r036) ; |1 1=0,643)HikxA,00t); HpAlc
d JtesHtsdy dIsj dz0Bed) e o001 (r

lted dqLrikyjdedd ftsCOLOIjdzj?2 Ec6dzj o tsHgds G
MODY ftejH]dzj dets,-MOpDSYts HYds s & K dats d3j dz' b
(0, 004) d=HbRrLE) ,( tcyd dMODierd (HsNDFRB1d2 yO 3.
BBz ls Oy dw d3sdHNFRLA o6 jwdpjdzj dz' Btsdzj j or mMtsCdj L d
slsdzd yd § -MOD YCEK w1 2.

g 2
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v OB dzd yi© t8C. AL8OIs j dzd kG dzj o tsHdesets B d3j dzO

HNF1A-
_ GCK-MODY ur 2
1 8C0L Olsj dzd ( (n= 36) MODY (n=65)
n= n= - _ -
L O dad ) (n=16) S e

1 3
1) ) (3)

111 (6®)dsdi3ts dz! /
Me [25; 75]

HbAlc ( 336z §
Me [25; 75]

- § f Is diH, 90/ o
Me [25; 75]

6,1[5,8; 7,0] 7,0 [6,9; 8,3]6,5 [5,7; 11,9 0,004 | 0,219 | 0,134

6,1[6,0; 6,7] 7,0 [6,6; 7,6]6,3 [5,5; 11,8 0,010 | 0,061 | 0,927

0,91[0,6; 1,1] 0,8 [0,5; 1,1] 1,0[0,3; 1,3] 0,625 | 0,077 | 0,189

lted drizyddedd OmMhtshd @ygtH deits€ ©L B ¢g342gz@
d &OBBtOIststedz dzd r Otc O cMQDOeYd Mds'd'E Od dz' f teff s
LdzOyd a3 § SCStstetej dzv ydd -fzjifiledn @ s§ Of ©tsy ziizgizc
(r=10400), (=0, 016) ; -tk dp &=i0,386), (p«0r028);HbALc
d ftesHisdy dlsj d=0aM)ls(=0, @p6)Xr 111 M (et
g =0M451), (=0, 006); 111! H03BLY, (0, 047) . I-to d
MODY BftcjHjdzidzr HBMIstse jtodz | C-Hipthlpdzn @ «
] Y11 =Q,565), (p=0,035).

sO0Cdd3 sBEOL HMBDY ted WG dz@ dzdn 4 s 0OL
yja® fted -MO®DKN1IA ;11 d HbAMODYY te@fnmG&ouK] d tc
ftosHtsd) dlsj dz! detsfyls' ¥ cdff jdazdSjizdd d fMm L

3.2.2 16860L0jdd fbsydscs &sddlsstsd
MODY

[ dzw Btsdzj | fsHicsBdse s L Ezyjdadvw H)sC
Mz yoO2dz" &3 BGBKOL A3 o' BtcOdedz f OydJ dzls
tcOMYf esMistc Odzy dzdz” 3 Isd fMsQE Y )MOD Y to oG QK] dzts
Bsddiststcdtetso Odzd § Gdztg Ct5L T . [ dzw d dzls J t
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Bsdzd sstcdtctso Oded™w toj L zdz' sOlstse B dzO tcOL to
cteOWdud MEdd L dzOyjdedw o ydhitser j d twOMm
HOdzdzlz® ff tots @ tc O dzdzlz B dzts f tsfmydlsOdsts Mmtcj H
dqdeH j SMse 1| & &igzsn P dessH" . [ JLE
odH] IsOBdzdy" (sOGBd@Zd YO 3. 19), h fsdysh !
dzdy BJdL w1 d ftdzzyd dedz" § L dzOyjdedw E f O

5 OB dzd Yo 8S A0 j dzd o Oted OB j dz' dztsfyls d -MOBR € j
ftcOo dej ded® f dzd yoyd =80) destedstsc dzd ¢ § B 4 2

tdwjtdd
LdzOyjd 1 sC0OL Ol
_ . fsCOLOlo Oted OB § ¢
RdzH j €y 9 Otcd OB j dz! detsfls ¢ _
9o 0tcdOB J (Gdzt C LT
Gdz6 CtsL ™| GCK-MODY
BJL d
BG (Blood glucose)i ftej Hdzj Mizlstsydz 2 |k
<5,6 7,5
dBsdzt /1 dz
MAGE (Mean Amplitude of C
_ 0i 2,8 2,5
OB dzdlsHO CBdzj BOdzd?2 @Gdzt CtsL
CONGA (Continuous Overlapping NetGlycemic Actioin) 3655 24
JogHjCf) Hbdlsj o degses fsorhjdg |
MAG (Mean Absolut Glucose) s yj dgE B tetsmis d 0.5 2.2 0
Ftetso dgv Gz Cts5L T, BBsd / Y T ’
HBGI (Hight Blood Glucose Index)i dzH § €
_( g _ )i ddeH § § M 0i7.7 16
cdf jtweedzdS j i3] d
LBGI (Low Blood Glucose Index)i ddzH j € 01 6.9 9
10,
cdff scdzd & § di3d d
RdzH j € ADRR Aver age - Dtaj #
4 &M ( q B J_ 0187 115
Ld&z2Oyfedfi§ so cdfts/ edf jtecdzdC §
SD (Standard deviation)i Is J | dz tcOL B |
( | i milsi gy 0728 15
Gdzd € j &B3d d
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] OtcOBj Iste SD dMmf sdz' L - gz v ts9 Eezjsdz/d G ¢
nOttOCIsjtedL zjIs Mmlsy fj dz tcOLBlsMO L dzOyJ ¢
wodzw jlsimw Cmi WWdydd dzls 9 OtedOydd (CV), {t
ZOyj dzedw cdzd S j 3dd Mmisis®gdzyY sk BtDo j de'tc | G a
dzO y J dadgdzts dz, /5dz, Yylsts jhj t©OL f§HIso jJto) HC
f Oyd j dzls sEMODN. GCK

dtcjHdYY ORYdzdsEzZHO Ctsdzj BOdzd?2 cdzt CtsL T
otcOYyOhd. 1ted twWOMYdld MAGE dJdtflazdelslicHzts I i

-

-

1SD. [ Odzdz" 2 fsCOL Olsj dz tcOL tcOB 5ls Odz
cdfjtecdzdscj®kdd M dMftd Lo Oddjdd tjL kzd!
Gdzs SsLT . ] destedgj, bk ddy BjL d&zOtkh j dzdw

ftejor hOjlIs oj dzdulf daf &wO EHalrdf Isilw o  HFHEHHAD L/ |
uCtstesMls! L dgj dzgj dedw Ewsodzw cdz¢ SsL' ( MA
dL d3j toj dedz” di3d bktetso dzv d&3d G dzs CtsL ", teOL H Jj dz]
yomo-r . MAG, tcOMmMMmydls ©dadz 2 ) Hdzj o dzts §
oL dCdeso jdedw E § Oyd,jdzstse edff scdzd € j d3d «
L d&zOyj &gd®" MAGE d MAG o ©O®RSO- tejVWjtejdz
LdzOyjddwvwdd £ dzdy BjL dzOtelzh jdzdWw ke dzj o ts+

I sL di3sy dztsfyls!  tsyjdedls! tdméd cdf $isdhf
teOMmyy stse f sCOLOIjdzj?2 HBGI (tedm¢ cdijte
dqdzH § $ MO ADRR (Mmtej Hdzj J L dzOdgizeatf!j/ de d e dsdrc
tcdmM¢ t©Oode 2 0. tdmM¢ cecdfjtecdzdS jBdd ko,
orhj dBiRds / do d YdOdtisd ¢ cdftsecddcj Bdd (e
Mistcj dgdzj dz2dd ddzH j $MO L GBIl 3B da dz@zy j dedte jdsi ¢
HJOY OL sdz oMy ~ tedMC tso SlstcO) Oj Is fsCOL
cdi s/ edf jtecdzd € j &3 d, ADRR fsdtsc O Is Iz f
o' MsCts?2 ddzd dedL €52 edzdC jBdd, dets dzgj oM
sls yjdzjotsets kZtetse d“MODY ftOdyigs dadsdsthj tie d&dCoKj
HJOf OL sdzy dested3sOdz! dzf = L dz2Oyjded?2, C0OC &
LGBI d, oJtsvwIsfiasygr n jodz mduy SDRIFF.c sylsts § ¢
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oL dtso jdzdw edftscddsjdBdd E dMmMmdzj HEzj
Odz0OdzdL O ctcOWdSEtse 1 [] ofmjrmr 20 Hf0Oyd,j dzlstse
desydz" j 1 fdLBHT cdpBYddsjaddd (00: 00
sO0Cddz seE@BRcOYJSd 1f1, tftjH] dzj dz
mMemissw dzd J Fcdzj o sHdzgsGts B d3j dz@ dzOR tsH d
1dfsedd S 3dw b $MOADY] ddzise € &R GEKj § § dzd
dsydzsets otcj d3gj ded. 1" wodzj dets, ylstizjlsy IStOCHs
zdy m dstedksecdzdSj 3dd 2 . 1l sdzizyJ dede” § toj L L
GdzdC j Bdd EZ-M@OY M BEKMistcdtelzé Is twseo dzr 2 @6
Isd ud dad J mMzks¢, Yls ts 9 J oW Is dzts B kZMdzOo
HJOBJjIsdud MEdn GfizBplzsdd2 sdipk MODY.

3.2.3 1dsidBduinSd] d cotedtdOd d | § &6
MODY HdOBjIsO ftsfmdj 18 dzjls

IfMjds ®emMdzjHbk,jdr 5§ fteso jHY dz L OB ¢
G st B dzO dz! dz" | fsCOLOIjdzd (vuy), toj L zdz
ftej HMIsOodzj dz@ o IsOBdzdlyp FBOB@] yfh & &6 tcd
nOOSIsjtedMmisd S Od3 d3j 3 HEzZ HeeOa dgrd yt2lz fafj © dfds df

s OB dZdya@ 1Y ZQ di3d yj M<dJ d cttodRtsdzOdz' dz" j
tcOMmMftcj Hjdzjded j &3 ftcd MODY d s 2

1 Oydj dzls
1 5COLOIsjdzr, JHJI MOD_Y’ 1®uq4.dzlsf
()W) te] dhd j o Me [25; 75], Me [25; 75], p
(n=57) (n = 65)
vt (<1, 0), &c/ & 0,31[0,3: 0,3] 0,3[0,3; 0,6] 0,144
[my < 4,5), dEBdbsd 4,6 [4,3:5,7] 5,0 [4,3; 5,8] 0,236
si(< 1,7), &BRsd / 1,3[1,0; 1,5] 1,2[0,8: 1,8] 0,610
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ltesHBsdy jddj kOBdZdYy" 3. 20

1 Oydj dzls T .
1 8SCOLOLjd , jHCJ MODY, li)ﬂz[czf;?sz]lsr
(e Wjtejdeide j L  Me[25; 75], (n=65) i
(n=57) j

HdzW ¥y J dzgh ddg) , BB
0] 50131, 0), ¢/ & | 150[12,0;17,0] | 16,0[12,0;250] | 0,265

du¥5031, 0), [/ & | 140[125;20,0 | 14,0[12,0;19,0] | 0,455

sOd @42, 6), &Bsd 22[22; 23] 2,3[2,2; 2,4] 0,095

[indOdr fjy desydy & bkteOdhodkd oL, af
BT d&zd o ftjHJj&OR tojW,jtjdfdy B L dzOyj dzqod .
fOydj dels© MmlsOh j 18 dzpds fiy ME@PRYA0R)E XD
mef 11Tk 12 §Oyd%isthe MODY, %) 8 00130 B
cdyf Jtelsted ¢ dzd d B U)YSBER' MODY dw)lz M8 wQI223)(3te
fdedy j deff} I Mu & ®) (HOMODY d%)k fl 5 0Q393(, tel

v OB dzd yi@ P RB3d yd Mcdj T sCOLOjdd M dsted
MODY d M war 2

1 Oydj dzlsl Oyd 4 dzlsr
1 8COLOIjd, jHddd| MODY, (N (M N G
(toj W jtoj deindzr j L da (n=57) (n=65) P
vul 6003, &S/ dgaz 1,7N0,6 1,8N0,9 0,514
toj Ols d dzd dz i @20 1 G5 3 g
°%d q aed ( BBy 1 80,2N10,5 81,2N11,1 0,594
N4 dzghigfb@09 7, 0) , ¢ dstsdz!
s A (HdviaRDY g§dz0 ; H d . .
89,6N11,6 93,1N21,1 0,275
i 80,00 130,0)d3dz/ ¢4d,dF 3 o3
Mmuf 11 1<2( 6), dBBsd / d& 2,6N0,9 2,9N1,0 0,058
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ltetso jHJdz OdzOdzd L OfmMmMsydoOyd?2 dzOBtstcOlIs
~nOtcOCIsjtedmMisdS MODY. [t H] dzj dgr MmisOls d m
zteso dzgj &3 ¢ Odz' ydw d dzdRI) @B, 041G ) f mdl (
(r=0324), (=0, 011); ¢fv d -fddd § dA(@3BW),:(p=0), OvOa3)
I mg =0,278), (=0, 030) , dzdf dH Od&3d n o tsL tgC
fesHsdy dlsy dz' desfls! ¥ w1, dJfdrnoOodd d ¢ (

lted w52 LdOydd § OMMsydoydd sfejHjd
(r=0347), (=0, 007) d=089u(pP=0r020); ¢J]=02™d), v
(p=0, 034) ; I ma0,45), (<0, QO 1) ; I mu d oLt
(r=0,263), (=0, 039) ; gl Qe (<O, 001); Jdg1d
(r=0,263), (p=0,039).

v OB dzd YyiOp dBOR2PL Mo wimtg & AzOPBusIc@UsOIs j dzj52) ¢ ted

ststete ] dzv yd sdzdz § ff Ot r p
s Odz! y[dmu 0,257 0,045
s Odz iyt 11} 0,324 0,011
O] G [ mu 0,278 0,030
O Tmu-f 11} 0,380 0,003
O TusA 10,275 0,032
ImdftocsHBBd dIsj dz' detsflss w7 0,458 <0,001
I md vy 0,512 <0,001
ImdotsLteOMmls § Oydj dzls© 0,330 0,009
I mdmyl 11} 0,738 <0,001
I md g 1 0,315 0,014
v]iftetsHtsdzy dlIsj dzt detsfyls+ s 0,290 0,024
vjiotsL teOMIs § Oydj dzls O 0,313 0,014
v limugf 1} 0,367 0,004
ulil I 0,276 0,031
mef 11 YftecsHBdzy dIsj dz' detsls! & 0,483 <0,001
mef 11 Y04 0,303 0,018
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rodzjj B8r"dzd dqJLEyjde sBdtaddadudmidi d
f OydJ dzlstse MmMlsOteh j 18 dzjls M tOL dzd ydzr d3d
oCdz¢t yodz© o MmjBw 16 yYyjazse S, dmfsde L tsoC

I sdzp§ MsCdy LdzOyd ded ™ 3 H[IOHA G iwe] H ju
ctolzt f j f Oydj d&zd@bY fm( IHNsFdidAy©O 3. 23) , yls
HOdzdzse s Isdf © s M HdMdzdidHi dBBdd 2 d, ¢ C
sty dzj dzdw dsd. | tsfistse jtode | tc GLdagddy diwy 1 dzCz
fOydj dzels sMOMY G KHMNIFOLYA d fm w1 2.

Isorhjdadj [ mu or W dzjfddsy dlf des s 2 Fy)s @t
MODY ; 2 Wi fH5BENBIODY ; 2 2p1 i 3utg2h 0,032), (p
3-0,228), (25-0,056 . 1 o' N-[Hx]] ®We#H u@dE § Oy ddy
GCK-MODY HJdOBJ s, MzZHBMODY,, 8 2 20 M( 3¢z 8 (
2-0,886) (p113-0,300), (R3-0,560 . 1 d§Jjtlstedecdzdyj tedHjuBdW
fOydj dzls s-MOBY GCK %li fif( 6HNIMODY d bk %pi i) uxY,2
(t9:2-0,855), (R13-0,322), (213-0,612) wdzd X J-f2H 1 mezy o' W o dzj
GCK-MODY, o jtedW dyd tc&piGpztsH NAMIOD Y(;3 1z 3%pi M 2
o[ 2 3260,005), 0113-0,003), Px3-0,229. 1 sMistse j tedz" | tc OL dzd
B YHE Jditz tesodw [ my Mtcj-MGDVW Od d HAIE
MODY d fMmdzdy J dzd 4fdy | 2 tctd difr O ydui -0 B Y HMFLAS C K
MODY d (1659 (Oydj dlstse m MODDY (@ 2m fiHN
sdf ozd) d B) MdBMfEd(M4ts60dd o dzj uddedd H(

RL EZzyd dzg OmMMmtsydOydd f§tod tcOL dzd WBRDY,
or Wodzj dgf L dzOydd3r § MmewiLd &k x6324) ks o 0] )
¢f v =0343), (=0, 040) ; =6050H)Mpr0 ( 00 2 }[;1 1) =Q71),
(p<0, 001) ; ¢ o u=0#2), [(pp® , AT 2) H1173 =S8,
(p<0, 001) ; ¢ff 7oy 1 d=0Q,384), (=0, 02 2) ; J m=0,45h), U
(p=0, 005) ; [#Mm& 1d =0@30), (<O, 00 1) . 1 #MPDY HN
MsOldmisdud M¢d L dOydd § Ssiejdyydd sf
i tc s HASIsiz) dz! dzts ) Is= 3565 [p=0(, r0 3 5) ; M 1 d=Qq,R08),
(p=0,005).






