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BEAGBENENRRMES EHaERBIRMIFEESR)
R E i S &

MODY1-6 DyRfBsHZE & %A KR HT B DR E
EHEFE KHE M

IRz B2 KR B R 2 R FE R
DTRMEFHE AIWNHRREDE B

MREE :

HAAMODYI-6DEREHFEZTTD /2012, BIENAINTWL B ERELGH-THEE
DBBRIIZDONT, FIEEIZ1IRT > — M E2EOHERFE /NN OEME
5, 024 NIZERM LTz, BIEDH->7=EMEL 86T AD D B EHEFRIE DIEMIES H D & E%
UL7z613A (495/i5%) 12 DWT, AEFINIENES & m1% L7z 2820Es% S45REfI 2 &L
T, 2FEIIIEM R ERICEA T2 2Kk > r— FEEER L 7=, TOHE. 101
RN S 230EFNT DN T 2 KFAEEINREIIITWDS, =512 TR T OFAE TR
WEEIORBRD O | OEEDH 5 72 1040EFIZ DWW T2IEMY > 7 — k2% L. 5T6%E
BN ORENRH- 72, MDYEBETFTEREND S EREZEDH>-EMESGLIMEFDOD B
10EBNIIEIR W, SEFNIT—y N ELNT. SEOT > 47—~ TMODYIR#EH O 7 — 4
HH/HZETTERN ST,

B £ TITIBEWMANE S N~ R F U0 O ZWEEET. 0-10ENIBAEEDE L,
RUNTL6-25 % DOLAN, 26-35iD 16N, 36 LS N TH o7z, BLtbld B/ 0=93/147
THOHENL <, BMIIE22. 95, 6kg/m2 TH o7z, FERDOEZ > NIFIIEZIC XL D H#E
BOBHDONERBELISIATHD, BHCAREREZG LEFILLDIATH 2. KERET
Q19 NTEHETH - 7200 2L NICIZERD /2o 7= O THESER & de novoZ B0NE 2 54177,
LRT > — B TIRIMEFNIZ DWW TMODYE m FRE OF ENH o 7z, ERRITIKIE O
SINZ8FERICDODWTHEIEY > TNV ESD 12RO J ADEASA /2D T, MODY1-6
BT OINMEGERITIC KD LERAT ) —Z 2 T E{To 77, REER12M. BEIZREE 2
INTWBBIDT > — MER, S 5ICHAENLRTZ DA L T SM0DYS %544
DT —% =R T6FIOMDYREE Z W 2 251 L /=455, MODY1 8% %&. MODY2 355 %.
MODY3 555%. MODY4 05%%. MODY5 165%. MODY6 2% %R7Zo7z. kD 3 HVEED
G E DWW RBEE ST RE< B 2F 0V HBH L 7=, BMI 25K&%1E. MODY! (75%),
MODY2 (85. 7%), MODY3 (83. 6%, MODY5 (93. 8%), MODY6 (50%) TH V. EAKTRA. S%MNIE
B Th-o7z. 15RELA FOZ ML, MODYD (75%), MODY2 (77.1%), MODY3 (83. 6%, MODY5
(62. 5%), MODY6 (100%) THVD. ¥MODYTIXTR. A% TH > 7=, FHEED DIFIMODY1 (75%),
MODY2 (77. 1%, MODY3 (85.5%), MODY5H (37.5%) ,MODY6 (50%) T. ®&MODYTT5% TH -
7=, MODYEGERFAZE T, FEAEEH. MR, ERmoOF M, BEEE. MAEEROEE, £k
FREZNES L2 OMDYIZ L > TIEHICZHETH O, HBMODY TIld7/e <. Ex Ofm D
WEEDREDANRERNTH L ZENHASNETz> 7, LALENDYIE. B &
FTREDRBTHHICHEADS THREIIEFICZERTH D, £-MOBEERNE HFHH
T 57280, BUIRTIZEEINAS — 7 > RIC XD ERE T EEN S - &b HEERE
RIREETH D,

BIFE i )2 R RPAEEAMERE EgFEEtT Sy — HEER
IRFI  REARFRYFBEEVIIER AR EY B
GMBA  RRRFRFEBEANLR NOWAHAR AT




A WHFEHR

A AN WA REEFERIET SH
— & &z ¥ %  (MODY;maturity-onset
diabetes of the young) 73& %73, BifE
ETIZ MODY1-6 DEREEART2IFE 4
THO, BHFEHESIT 4 FEE IR
J T AL 7= MODYI (HNF-4 o 3 %) .
Nature 1996, MODY2 (7)) a3+ —+ GCK
Bg5) :Nature 1992, MODY3 (HNF-1 o %
% ) :Nature 1996, MODY5 (HNF-1 B &
%) :Nature Genet 1997). ffto> 2MODY VX
[PF-1 &=+ MODY4) & Beta2/NeuroD i
f=+ (MODY6) D R ITERT %, SelKHIL
s, BATEENS DNA k%
ZTTHO, FELEELETFE RSN

BEZEEDS, LD, &R 0.1-5 7
NEHTE I N, BECKRIRER
IIAREATH S,

MODY *HlE 2 HE 72 Ml & L T,
t’ﬁ&/}\?ﬂ: KD B RN H 2 GG
M, 2) —MED 2 BUBERREMEF B
L T MODY &@s&ﬁmxmﬁ VAN EARPR
3) FIKE =T de novo B END7s<7s
WITREME DY B 5. 4) BRIRT D7z 1Tk
WAINZRRIZI2 2, 5) # L < EEAVHIBA
L7z E—#Z 8 (NV) 2B A AN THRE
INTWRW, 6) MR DN 2 —F 2
EOME—DZMETHD, N REEM S
RMAERERR DTG 53720 O T4 MODY
BETPBREIN TN, I &N
o5, AT MODYI-6 I2DWWT
KREREZITV. BRIRAT RO 595
R DR HAYIEMR S M EZ HREICT %

EFEIZ DNA &= > A Ol I HE 2 e
ERSH
Fd. MIEENS, BEE TIC2ED

) BE

ST DNWT, AK#AEDH &4 MODY
BEFOBAI) -2 T E2EKRT 5,
BT, il <tz MDY HZRZ A
T SNP ESETEFEmL . &/ L EIZH
RADAY v —NDY OEMLE R TFIHEET
VITTBHIEbRAD, FTL T, 2H
OB HEEfR (R DNRF) 1o
U THEERFEICETLSY > — &
EEMT 2. pICZEETT D201
i, RN B DWW T2 R 72 5 R e R AR
THZENEETHS, LML, Wk
WTH LT ENSEKFT R OB 5
THIERRETHDDOT, REEHO
T OAEBERN S PITHICHET SF
EhHER & B b, 6 FEOWT IO
BZBNTHA A U MARENEAR
WL L TRDLNDLD, TOREDR
B IRBEIZ DWW TIEBH 5 ) Tld7s W,
FI TR A A REP S5 NTT D7
. T, a— RERERFOERERT
ZDWTHMERZRA D,

B. WA

LLF 0> MODY Iz oD 5 i D ik 2 Bt 42
2k (3ER) OFEEEET S,
1) HEME  FEERMEIZHITS MDY
OB ? MDY R OBMET 2 FH
DO MODY 1IFET 200 2
2) Bk ZRATORERIZ? M
FEFI T O de novo ZEOBEIL? NV £
32
3) HEHEEE - MODY ioB\ %, Al & IR
WD 77y b7 B 2
4) WEBMARMERE : 1 >R 24
DOREEE ? IR ORI 2
5) BERET 2ymEE - AN BN 7R IR

R AN =



PRI ARERIEH D DN e FEREO
BARELL ?

(H22-24 FEEE % L J= AL AT ]

(MODY ZRDOBE A ) —=27)

INBRN DS BIE A O 1 215
T, HAMEZZTH 60 O MODY RFEZk
HL TE/. 208D, 2EM 5 O MDY
WEKEZZE L, BRFATHEEE 360 K
RIS T 2R ImENEE SN,

1) & MODY Et=F DAY U —=2 7

SETIEIMREEMAOBRT. KEER
FDOILTY)>DHEAT ) —Z2TLT
Eir. MEo T, MO MDY R Z R L 7z
AREVEN D 2 DT, BT EEO A
D=2 T EITD. WREBMNATIVE
BEAERI 72N R TIE, denovo £R
DR E T OHBIHEZRD S,

2 7UNDOaE—$LM (CNV; copy
Number variant) O#ES

JREEN CHEE L o fREIs T Ch, @
WOLY) = > A TEMAIZER &
BAHERNMEHINBWGEENALIELIE
Hb. Wik, 7VIVESRBIZEDERE
TIREB O RET 2 28 (ONV) INEET
DT ENHE TNz, BAANMODY i230
T, ONVITER T 2R ENTF(ET 5 Al6E
HIZDNWTHAT S
3) MBI 2 2E Y > — hiRE (f
Br1-4)

HERERNOBERE2ETOERG
HREAKEEERERETHARRBEEH
HL (—XHFE) . LEEOBAI U —Z2
TOREREBRAEL T, 2EIL NV TOE
MODY BUDBRE = HEE T S,

MODY ¥ 1 & PR 9 % -e e MRk 2 KR,

MODY HE &Y (DY BEIZ DU T IR EAR 2 K AE
BEDIBRICEMT D, KRBT L TIdME
EDTZHIZ INABRIK DR KIS %,
4) MODY #nBARBY DREE & AE AT H Ot
I K DRI R IR R D HERE

BHENEAS RAIHENFL / w U 7 b A
BEar ho—)LUAFEENS RNA %
ML, v o707 LA Z2HW=REE
T OMBRRIENT 21T o 72,

(MODY Ei PR DAfr & ] 5 A D HE)

MODY1-6 \3EEMEIL 7z Rk & 2T 57,
JRRNE AR T O FEB LR DB WIS U7z Fr
BT 2. IBmOARE, HBREETO
HOME. BOHE., AR, ZREEH
DT R EZRET 5. M0DY3 TIREZ )V a
— AR DA 2 A 2 W B VAR
ZN5OT, MOKOFHEIEETH S,
MODYS 1 Ex 7O ERAEIZXLEAE
MENDT, EHEIRTEZEATLER
HEOEMEIZDNWTHEZITD. =51,
RIS ORE DL NOT, Hk - i1
FENDRBIZDOWTHHET 5. MODY6
BT LRMEZEORE CREDHET
Do TNHIE. —KFMETMODY Z#E L
EEELZHEREFRET D (CXHA
HELTTE .

MODY ZROBA Y ) —= 2 J THMES
NTZEERE®R. 7 >0 — MRERERITM
AT, FRFER - XHRRS HABERIF
FROBLRTEHMXBEEROFREEZE
ma L CHEAEZHNT 2,

(H# MODY D [RIE Dt A )

TR I 72 R MODY 5% (3 AKX 2
T2 ETRWNEREF) ERWT, WRAKE
PEETILE LT NP EEHENTIZER 0. H




BNDAT % —MODY ElaTEEEY /L LE
Ry TTB, BT —T TR
G/ AVEVN I RNV N R s '
BRRREHAT 2. £ TIEH L0
BTN RER R ABEE R > TN D
PEEHHT 5,
MODY fEMDFEEIC L2 HA DFFIEDS
BRI S % B DRl A4
MODY i#fx+ D O — REMIIEAMIZ L
BERFTHDIEMNS., FHEORKHMITER
H RO ER T OE BRIk S &
IAMEZ N, ZORENENAHTHSZ
ENSIRKIREBOERERNHS N ER SR
WERNH D, T T, MDY B=EKFO
FEE R O BB FTH FIFFIZIT D T &1
. TEAREOREBEIMKL 2 1T,
ak B 72 MODY 22 B ME DS LA 2 Hig
9, TIT, &b EMOEMEERTFT
H5 HNF4 12EBE L. B Hifek: 2y HNF4
w7 RIUAFEGEI S FO—)b
T AEEMNS RNA AL, v O
T LA ERAWERBRBERTOMENA Y
== %&fTo7,

(. BIERR
1) # MODY ZEEITRIL T
AAER 126, BEICHEZB SN TND
S0 BIDT > r— M EER. T HITHHAEMN
D\gﬁck DATE L TWha MODY %% 54 #lD
— & Z T 116 41 O MODY # i 72 Wirffil
é’*ﬁ%ﬁbf:n‘é‘%\ MODYT 8 %% (6. 9%) .
MODY2 35 % (30. 2% . MODY3 55 & %

Type BIEFIEL (47. 4%)
e MODY4 0 A
S MODY5 16 5

% (13. 8%)

MODY6 2 %% (1. T%) 7227z, (116 HlFT
DEIE)

MODY4 (IPF) IZBIL T, BiRF RT3
BOFRKER DB TAROREITIE
S TWiRW, /2. ZRT7 75— NREE

HIFEETHER STV,

LIBRIZ, A7 > — MEHES EBUEE
TUEE L 7z MODY Bk > TIOVEEDN 5. 4%
FENBIEE TICHEE L7722 TOMDY &=
FTEREHHT S,

2) BRI DOIMFEH DL
HNF-4 o 222 (MODY1) :

MODY1 I3fEBREE & SN TELA ARET
B YEFIOREIZBET . 1. 1% TH o7z,
| 4 mutations / 4 cases (1.1 %) |

I c.49+2_49+3insT | l R89Q l | mono-allelic whole gene deletion 1 |S303G |

DNA binding

figand binding and dimerization

lomain A~ domain(RZMQ)
GCK &2 (MODY2) :
JIhVaFF—+t K &EizTRE

MODY2) 1. AZU—Z=TWHD 5. 5%
CPNWTERTERZRD., EEEx
NTWEHEDSBLU ETH 72, itk
RERENBETHD/=DIT, EHEEOL
RN L T30, WEBNLHERIZES T
W2 Z &Ko TMODY A A FL X 7n
ZEMARINTELEERESZ LN,
AENL. KEEEZZEETIC. BmE oD
AEMFLIZZEICED .. AR EEE
L7z &EZ 67z,

GCK

Imono~allelic whole gene deletion

‘21 mutations / 20 cases ( 5.5 %) I

[mon&al!elic exon1 deletion ]

c.45+1G>T(IVS1+1G>T)

M37R

GIN239TpfsX53
E242V
G261E

Ser280LeufsX10

1348N 31
A379E
P41TTx1

R186X
A188T

% ;compound heterozygote)
[

et sttt T b




HNF-1 o 228 (MODY3) :

RFFED A7) —= 2 7 Ok R TIE,
HNF-1 ¢ B FREIL 8 9% DEBETH >
7zo LARMCHERE SN2 BEIZH L TS
Al = 2728 15 REL R OIERE#ER £ D
Ao = TREEED I EBEIET
Higd 5 2 ERBETH S,

HNF-1 ¢ B FIZBNWTH, 7UILDOR
RICK DL O RE (CNV) AR S
N7z,

[25 mutations / 33 cases ( 8.9 %) 1

W165D

E9X
A15D 1
L12H

G191D 1
R200Q
R203C
R203He<|

R271G ! Deletion intron1-intron5 32 |
R271Q

R271W

R131W
H143N

R272Hee

P447L || V567! %2
P499L R583G
M283RfsX59

G292RfsX25000 P379RIsX39

K158Neg|
R159Q

R229X
V233L
A239V

o132 150 280 281 631
dimerization DNA binding tra n t to
domai domain V259D
L12H R131Q | G191D | T260M P375fsdel !CT L518P519fsTCC A V6171
E48fsdelG | S142fsdelG | R200W | Rog3c T392fsdelA 5211
N149Y | R200Q | vossC G415R
K158N | R203C | w2e7R T539fsdelC
R158Q | R203H | Ro7iG V5671
K205Q | R271G Ro83G
R229X R271W L5845585fsins TC
ngg\l} g;ig ¥ .compound heterozygote)
{ mutations in the lower part have been reported
P291fsdelC in Japanese )

HNF-1 B 22 (MODY5) :
HNF-1 BB FREFEOHEIL 1.9 TH O,

EMAEE TR0 T2 SMLDBETH
o7z, BEEFO—REFNRFELODHT Y
WWRIBDHRNGEG N /o T EMNRFEHIT
Hh. o, RFEFEMNLL, A2 A
U EIRRHNCBAE TH D T L

R I Nz, 2T TERELTL 0D
R E I MODYS IZH W T Y T
WEEZ 517z,

F/z. TUNRED—EFNTHBNT,
ERHOREL2BIMAHS N,
FELBEOBERFFIETS > 12D T, BED
xR 72 REBITHIN A T, BREBFEAE 1A
S5O M) H—RFRBETH2EIR

% Ensz.

HNF1B

p.CGIng6AlafsX22
(L95fsinsAGCT)

| 4 mutations / 7cases (1.9 %) |

1 mono-allelic whole gene deletion nn—!

IS VEFDNEME . Rz,

—_—
had
1-32 106 310 311 557
dimerization  DNA binding ligand binding and dimerization
domain domain domain
S36F A263fsinsGG S465R
L95fsinsAGCT R276X
S148W
H153N
R177X
VS2+1G>A
1VS2+2delAAGT

(mutations in the lower part have been reported in Japanes

3)MODY1-6 IZBIS 22 E 7 >4 — M &

MODYT > — b —RFZEVE. BRI
AR K OUNR A I O ES, 524 A
TR RN, 1 86T AN DR RS, 7
DO, BEITHEE ZWr SN7ZMODYR R £ 72

VIROR L7 i I o T e ) B
T LA L3495 TH S 12, AR
RIN—T TOEBEFETLDEND
fHETCEMLZ,

KE 1 V3 B & (%5 U 7= 28206 3% 8459
Bl st & LT, 2 4R B IS 2RI 72 I RS
WIZBET B 2R7 > r— MR EERL
oo FERRHEODRER 2 LT, 236HR% I
MBS IR T 2 2R T > r— 7

A (R ZWGER. ZEZEE. 5K/
RE, KGR, BERREME O R%EBEE
O & ELFERE) . BERBFGHEDS
M. MODYIZREE L 7= 4 7z B KT RO
I, B (BOE, 1220 2%), &
ETFREOCERSE) ZH L, £k,

‘%4*&?@7“733‘5%%??7‘;6@ 10 1/ERR N 5
230EHT (214F80m) IRk S 72 2 KR

HITMA. 2R7 25— b ZMEMIZE D
LRIERN
BEiNENT,

72— b TTHZAZ VB AN E




BAIE U CT2THRER (240F80m %) DGR IEH
MEE>TND,

— 7 155K EL N FEE CRE 4 104041 O

BRKEBMY 2 — MIEEDH - 7=
STREB D S B, MODYEmTFRENDH D &
B2 D& > 7284 14FEH D D B D 104E Hl
VIEREW, SEFNI T — IR oNn T, 4
By >4 — ~ TMODYRE Wil & i 2 3 %
ZEWETERN DT,

BERBIZDOWTI, BEETITE®RD
55372 MODY e\ Feum+ 240 4 (5B 1% 93
/1t 147 44) O BMI 1% 22. 9£5. 6 kg/m2.,
ZWTHRF AR 15, 08, 1. 23 fd2
N 101 AEEBE LS, BREER BREK,
M85 7Y 21 44, MURBZE2REAY 33 4.
FDOMN 35 HTH o7z,

Z O

35
14.6%___

MEERE
33
13.8%

BREEN_
21
8.8%

ZE G MgV 165. 466 2 mg/d]. FEFF I
BEVL 198. 42977 ThHo7z R (R
TF R 34 FEBIDOADT —F TH DN,
64. 651 1ug/HEEXSDENHMN S T2,
HbAlc W 3WIR2HF 19 9. 1 2. 6% TH 2 2°,
FERTIE T 122 1% ThHo7z, BET
‘& HDL 55.9413.9 mg/dl, LDL 110. 8%
37.5, TG 150. 2x£274. 4 TH o7z, BEHre
WZBIL Tld Cre 13474, BUN 14.3%+8.3
Tholz. MHEREIZEEIL T AST 29. 5+
38.9, ALT 43.3%75.8 TH o7z, BEIHIZ
BEL T, 240 & 13T 372 L TH o7z,
GHHEIZBIL TR MIERED O 78 36 £

BRED DAY 3T %4, MHREAED O 2% 36 4T
Holze PUANF—F 2 AIZEDEN
7Zo ‘

GHIZBE L Tl BERIEDA N4 4,
8 OV IMUBERE B3N TT 44, A 2 AU 278 91
fi. BOT AN 23 #4720 7z,

BOKOWRTIE. BC Htb - &%
< 36%., RWNWT a-GI AAY 23%. =L T
SUBID 21% TdH o7z, FHLEHID DPP-4
FREANT12%.F 7Y 2 FEE6%.

TV ZRZREANS - LD 2%T
Holz. A 2AY ONRTIL, BER)
RN 3% EmbE < FRhAN 25% &K
124 <. BAEENT 10% &gy Do
Jzo (8 5-1. -2, -3, -4)

A7 > — hBEE TEE = 1172M0DY62
HITIE, MODYT 458% (6. 5%) . MODY2 183
% (29. 0%) . MODY3 295 5% (46. 8%) . MODY4
0% %, MODYS 115% (17.7%) . MODY6 03¢
RZo7z 6P TOEIS) . BMI 25K
V3. KEMODY THE91. 9%, 155 LA T DR2Wd

FMODYTI380. 6% TH - 7=,
Type BIAEHI 8

RAODYS 4




% MODY Fepk 7 — & D ILde TId. 22l
B8, FEAERE HbA 1 ThE., MODY5 2% MODY2.
MODY3 12t L CTHZICEEE R L7, 1 >
2 43 B LT MODY5 743 MODY2.
MODY3 ot L TEfE &R b BEldE
SA73 o7z, LDL 1B L Tl MODYI 2%
MODY2. MODY3, MODY5 It L TH &z &
%7~ L 7=, AST. ALT. UA 12B8 LTI, MODY5
A3 MODY2, MODY3 125 L CHE Iz @i 27
L7z (R 6-1. -2, -3)

F A B 72 BERI MODY [ R RT3 12 D
WTIE, MODY Bl FREFEAEMIL, 2
R E NS S TR S 50 . 20
A B AR TR T 12 4, A EHE
P L D DT —IVEFR 4 BlOEHET
116 T, PIARIZMODY1 75 8 4. MODY2,
7% 35 4. MODY3 %% 55 4. MODY5 7% 16 4.
MODY6 78 2 & &75 o T B, (fH5k T-1,
-2, -3)

AT ICARBETRD 5NARBRTED
MODY 3 D HhERE 2 % 5170 T 5.
DA RE R O A HE

BB LD 2 KIE DB/ B3k
EFEEE L Th D, FiC MDY Tid. fg
B R AN L BRI K0 O i
Ry NYRT EWMRIE D,

T i B 2 O A 2

MODY5 Tl = 7 O > JBR A &Iz E L
DS, BRERIT U DL OB
Z2OEHMNL <, BHEER FRISETH
%, AFETIE UA ICBIL TIE. MODY5 78
MODY2. MODY3 iz L CTHZEIZEM 2R L
7z
W B R R D A 1

MODY5 Tl G/ STHEBRRE 72 & DS/
H5.

FFaE R E O F

MODYI. 3 TIIMFEOEHEE I L AT
O—)72 EDORERBMEZEET L8, K
FRRETIX LDL 1ZB8 L T MODY 1 %% MODY?2.,
MODY3. MODY5 izxt L TwfEZE/RL 7z,
F£72 AST.ALT IZB8 L T#H . MODY5 %% MODY2,
MODYS Iz L THEICEMEEZRL /2.

Z D DOFERERE &

MODY5S TIIMEMRTE R . AKX TERL. I
WERE R . BRER MAE7s &3R8 517z,

4) FH MDY BrFEOTYES ST

6 2% 29 Y2 TV INERVE 1T 4l o> MODY
SV & 12 BlOMIREEY > TV &
HiSeq2000 (illumina) ZH Wz 2T 7V
—LABRRBICHLZ., ELEKIZ
Affymetrix SNP Array 6.0 Z i /=84
fEFTHOFMA L. BEAMK 9, 11, 14, 18 F
WCE—=2%&RDE.L0D Aa7 2.5 ED
ST L L 72 R A RO D A A
O L7z,
TORER, 6KFT IRRITHBLZ 2
fE O MODY B a1 &, £z 2 RRITH
WU 7z 14 o MDY EEE T2 G L
TWa, BRATEEIIEES THhan
M. S MODY fEfI 2 RAEL Y 2 T — 2
—J LA THEMEETHREL. Oy R
A7 EEETHEEDIT, FTUAY
D7 =L/ EBBRURAS MDY K
BEIETOREZED D

—F. 7/ LATE—KEA ((NV) 2
AL ARHTOMODY-X BAR TS 2l BTz,
Multiplex Ligation-dependent Probe
Mix MLPA) %12T MODY1. 2. 3. 5 #Efx+
D NV 8 L. NODY FEMB 365 A (3
PR 162 AL 220 203 N SR M aEEs 15.9



i “FE BMI23. 1) ZxHRELZ. KRIZ
MODY1~6 EInTITHH &7 > I2iE
Blo>E, 10 AD MODY kRBE#H (B 3
A TN EEZ R 16. 9 5%,
¥ BMI20. 5) 1IZDWT, 7L CGH Z AW
TE7 / LAEEIcBI 5 ONV fEE 2 B
L. BENLEBEFIZIDODW TR ZTT>
7zo 7L CGH X Agilent SurePrint G3
Human CGH Microarray 2X400K &AWz,
MODY1. 2. 3. 5 =T D NV IZ DN T,
MODYI T 1 A (&xTZ ). MODY2 T 2
N &EIIVTANETTZIZI T N
MODYS T 1 AN (4 =2V 2>). MODYS T 4
AN (BT 2) 12 (N 2Rz, 7L
- CGH 5%, Gain sEBUE 58 #8EIK 170
BRTEEEL. 1 ANEEST 36 fEE51.9
Bz, mKXERIFEE 1887k A
(T15-2431kb) . /DN EWEEE Tkb/ A
(4. 6-7. 6kb) . ¥ E1E 202.8kb . A
(106-274kb) Td—>7z. Loss I TIZ 60
. 15T BT 2L, 1 NFEHET 21
sl 515 BART. EAKITFEE 5419kb
/N (4735-8140kb) . Be/NRIEER 8. 6kb
/N (5. 8-10. Tkb) . &I 405. Tk /A
(293-579kb) Td o7z, H7IZ Loss mHELIZ
FHU. E T LAHGEERT —H X—
ATd% DGV, DECIPHER T THe &7
I & DO 2TV, N T OR2RER
FZELMEFRELZ. 26 | B FIImER
WEDHENREINTVLIHDTH>
7ze

5) INF-1a, -4 afEHTH %S Hgfac &
Anks4b DEIE & HERERRHT

HNF-1 @ MODY3) R&ETOX 1707
L f##7 Tl hepatocyte growth factor

10

HGF) o & 1% 2 4 3% HGF activator
(Hefac) DFHULT (0. 25 £5) 25807z,
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