M K R 1R 52

WRE27ZIEE - O LickE

BEEZONRB LUV AT L

HLEE B3, HAO—EHIR O AT - e L R R o W
28 FHARTFAPFIK
ERRNBRICEmINT B, RNVLFROEIE, XAl
DRETEBESNT NS,
MREDOY AT LAEITROEBY TH LA, 1 IRBEEITERHR
FZORBNERN S N REAR % FH\WTIT > T b,
N14FEFEICTRO Y A7 A CHERM L2, e #fE, X
W, AW, S, LW, i3, KBy, SHEi0oXE:, =E, A
HE, JAVL, £S5, i, HoOHRoO200OF 16X TH S,
B2 274
3R EBRE BaHE & 18
RIERE LU BEEEOEE
J R EaERER HEX 4
N " N ; 1.75g/kg (&R=758) EERS
TR|R B (2R | R B e s snm . .
2EHR | (£)ME | 28R | (£)UE | hipshs
ALT (GPT) BAKSRE FRE
S UP INERHERSEEPIE TAE
HbA1c KEE
R k>
GAD #itk
ERBIHESGS
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/N V2B BRI AR &

FUBIC

PRI S (LIF, %) TUE, 1974 (0
149) 452 FBHIRD—BEE LT, O —HO AT
MDA R XTI, IRABHEE & 5 R

JRREZ 2 AT o T & 720 € D1%1992 CPRid) 4513,

SEFBCERBIROUEEH & L TR SE
STV 5,

BZOY AT LIREO L BY) THLHAS, 1KGHE
L, B OBIZERI S 7 RER & v CR
WA DTON TV D, & L CREEDS (£) DLER 7R

L7 RIS L C 20kt e L C RSB RE 2 170,

IR D BARTAYS B N3 A1 I3 M E IR 21T - C
THEREREE A BT L T\ bo D X ) 2 HHIRIC
K DHERIESC LD, ANEHIICBW T EE (D2
RIBEIRIG &, DHCldd B SR TRIZ L L7z 1
RIBERIR DR OB FE TR S I, FRIRASHEAT L
V) BICEGETE L L)1k 572

REL, 20144 BRI GTHRN O IX. - 517 - 2 DFF
161X 12 I3\ CTHRAEMAR S & 2 BEPR RS

Fti L 720 ARG TIXE OEREREE T 5

L iz, NEHERFEOZENIZEEY 5 FE A
IZDWTIlN%,
2014 FEDRMEMIR

2014 4R FE I T2 L 72 IR O RS FERGITEL
ERBER IR 2RI T 20144 1L, R
AHHEL335512 NAZK L TIRBEMRAE 2 47 -
7RER, 1TUMRAE DR 13296 N TRk

28 Bl PRI

S
N
#
=
=

W ok oE 2

HAKRFEFBHIR

12009%TH D, 2UAAOBZER 1269 N CTHEEEIE
002% TH o720 LTINS DMEITZHEIEE & IFITFHSE
Tho72
R2\IZZHEOFER - WO LK, 2 UETRAE
WA IR LIRARIC B /NER, sk,
AR ORI BOBD005%, 015%, 023% TH
0, BIEE R FEDYE < 72 IO TR D
g 2 o720 —75, 2UIARIZ BT B/NFRL
R, EESEEER ORI B OB D001%, 004%,
001%TH Y, ZNOHOMIIHFLIFIZFERETH -7
RIITIFLRB L V2R 5 ITAFEMRA L
Tl U7/NERE, oz bniEas &, 3
TARA CTHERRIN, HEPRIREE, MPPERESLE (impaired
glucose tolerance : IGT) B X UI'E A ¥~ X Y [fE
LW S NTHEBI DML % IR0 20144 EE D /N
1, HERDIUAEEMREDZZEETBOBDITA,
OATH o720 TN DOXFRIZZEEREIMAE (fasting
plasma glucose : FPG) & HbAlc DllES L U7

®1 RERERREHRS JUBMEER

(2014 )
1RIBRE 2REE
X 2

BREEH BHEER % REEH BEER %

RBRE - $HE 11,508 3 0.03 2 1 0.01
N K 217228 118 005 85 30 0.01
I A 91,594 138 0.15 109 35 0.04
= 2R 14,337 33 0.23 20 2 0.01
x =2 481 2 0.42 0 0 0.00
Z DD FEK 364 2 0.55 1 1 027
st 335,512 296  0.09 217 69 0.02

(F) %Ik, 1 REEEBICHLTOBD

2RRBEDBEERIE, 1R - 2RERIEEE. BRI, BkEMEER
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F vy pi i R (oral glucose tolerance test : OGTT,
1.75g/kg - KE TRk 75g 7 N pEEART) 21T\,
PRI % B 0 72N ERERE 5 2 551 L 720 € L COGTT
FEHEIE L B E & P47 L CRE SR s 2 v
P (immuno-reactive insulin : IRI) 252 L7z, &

CZEfERR O &2 FIVC, WERR, ALT (GPT) 3
L OBERRITUATH D 7V 5 3 v R IGRE
(glutamic acid decarboxylase : GAD) ¥ifk % % L
7z sy AT LK (P27) 1,

BEPRIR OFZWT L, [FIRF 14T o 74 C b il 35

L O'HbALcfEAY & & IZHERFEEL [FPG = 126 mg/dl,
OGTT o 2 [ MUpEl = 200mg/dl, HbAlc (NGSP)
=65%] O E\HERIF L ZW L 72V, F7-FPG<
126mg/dl, OGTT o 215 [H MU E 140 ~ 199mg/dl %
IGT &2 L, IE®EIZFPG<110mg/dl, OGTT®2
BRI < 140mg/dl & L720

NS OBWIEMEIIEDE, SWHEHEREIZLD,
20144 FEIINFAD 4 N & 2D 3 NHSHERIR & 75
Wraizz (3R3). WEIREEE, MPHERESRE, &4 A
YUE & BT S N X2 o 72 20144E 128
VT BRI O FE R EIZ AT 0003%, BERE 1075 A
MFERMEEIISTITH Y, £ L TUNFEOHEIRITSE
FLERIZ0002%, #5107 AAHSE AR 13434,
FH OFERRIFE RERI30005%, BERE 105 ARFEH
FHIEIX894 TH - 76

2014 4F- B D5 THERIN & I S 727 AN DBRIR
HURHEE, AR RO FEH S HRIR ORI 2 R4 L TR T,
PERIRORIICTLE, /INFED 4 NS T RIBEIRIE,
HD2 NS 2BIHEIRIE, et D 1 ADRICAT - 720
RFZWORR, EEFSERALIBELRIE © maturity-
onset diabetes of the young (MODY) 1 &l s 7z,

HEBFIL, 41, FPGE L UHbAlcA E & IZHE R

®2 FEH - HHREGE (1R, 2KERBMY) =

(2014 %)
BEE 1RBRE 2RBE
BREEZEH [IEE5e Bt (%) BREEH Bt BetEeR (%)
FE C] % st g &« % 8 %« & 2 & % 8 % 3 g & 3
15 19,077 18,749 37,826 5 5 10 0.03 003 0.03 5 4 9 1 1 2 0.01 0.01 0.01
2F 18,497 18,302 36,799 9 10 19 0.05 005 0.05 7 8 15 3 2 5 0.02 0.01 0.01
I\ 3F 17,500 17,376 34,876 6 7 13 0.03 0.04 004 5 3 8 0 2 2 0.00 0.01 0.01
¥ 4F 17,859 17,836 35,695 6 19 25 003 0.11 0.07 5 14 19 3 6 9 002 0.03 003
" 5% 18,208 17,962 36,170 16 7 23 009 004 0.06 11 3 14 5 2 7 0.03 0.01 0.02
65 18,254 17,605 35,859 12 16 28 0.07 009 0.08 7 13 20 0 5 5 0.00 0.03 0.01
=t 109,395 107,830 217,225 54 64 118 0.05 006 0.05 40 45 85 12 18 30 0.01 0.02 0.01
15 15,344 15,690 31,034 18 20 38 0.12 0.13 0.12 16 18 34 7 8 15 0.05 005 0.05
EP 2F 15,322 15,054 30,376 16 17 33 0.10 0.1 0.1 13 14 27 5 3 8 0.03 0.02 0.03
:; 3F 15,061 15,044 30,105 25 38 63 017 025 0.21 20 25 45 5 5 10 003 003 003
~ =t 45,727 45,788 91,515 59 75 134 0.13 0.16 0.15 49 57 106 17 16 33 0.04 0.03 0.04
1= 15 1,925 3,084 5,009 1 8 9 0.05 026 0.18 1 3 4 0 0 0 0.00 0.00 0.00
=3 2F 1,750 3,164 4914 6 7 13 034 022 026 2 5 7 0 0 0 0.00 0.00 0.00
= 3F 1,687 2,727 4,414 6 5 11 036 018 025 5 5 10 1 1 2 006 0.04 005
& =t 5,362 8,975 14,337 13 20 33 024 022 023 8 13 21 1 1 2 0.02 0.01 0.01
() PELFBALREE 3R <
*=3 NNEEREA V- TUHiE
(2014 )
1 RBE 2ARE KRB AEFRERR
e e N ‘ YR UL
BEEN BEESR % REES BMER %  SDEN BER % BREE % g*ﬁfg % 52w
INFERT 164,112 95 0.06 69 22 0.01 17 4 0.002 0 0.00 0.00 0.00
th&gs 65,134 107 0.16 87 30 0.05 19 3 0005 0 0.00 0.00 0.00
229,246 202 0.09 156 52 0.02 36 7 0.003 0 0.00 0 0.00 0 0.00

(E) %i3, 1 RBREOREZERICHT 3EEETT
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R4 1R THERR E I & W - EEBI OERREVEF R

(2014 )
N 7° 5 RS OGTT (1204%)
I A 2R HbAlc GADHifE+~ TG ALT o
® (%) KigE+ g/ PG RI PG IRI (%) (U/ml)  (mg/dl) (L) =
(mg/dl) (uU/ml)  (mg/dl) (uU/ml)
1 ks 6 -22 kL 3+/3+ 183 1.65 ND ND 10 46 102 11 1%
2 E:) 7 -6.3 HEH 2E 3+/— 87 1.83 337.00 6.40 9 13 37 18 18
3 k-4 8 0.3 &L 2+/— 110 4.62 246.00 35.10 59 0.3 43 11 18
4 Z 10 -21.3 gL 3+/3+ 256 1.62 ND ND 9.6 20 41 9 18
5 12 -0.3 KL 3+/— 209 8.22 ND ND 105 <0.3 66 11 MODY 1
6. B2 12 63.1 'L 3+/— 20 68.3 317.00 112.00 9 0.3 94 268 2%
7 % 15 239 &L 2+/— 234 105 ND ND 10.7 06 247 47 2%

(F) * 51 EERE (S BHERRRIZAE, * * 1.5U/ml LI ETR3E

R L7270 0GTT 2 7h 31 HERIR L B S,
RIDIAEE GADIUAEDGIETH o722 & THifLE
L C1RIEIRSE & 30 S Fze BBIWTREIC 7 b — 2 AMS
AHN, HbALcbEMETH 722 &h b, FER
ELTEEMTER L LT X,

fEBI2, 31%, FPG<126mg/dl T -7z 2 & S
Wrod 720 OGTT AT, EfF % 21 I
200mg/dl Td - 727z OFERE & W S iz e
HNZBI LTI, fEFI2 TIXGADHUADSHETH A Z
EDVBRNERIF DLW OFRIEIZ 2 05, FEFI3TIX
GADPUADSEMETOGTTIZ BT 5 IRLEUS b LY
RIZIT 723, BRIRFEEEIHEN A > 1) 3 ibaE
PIT L7272012, RS T EERS S & i s i,
BUEA 2 20) Vi AT > T bo BRRREE % E 8
LT, JEf2, 3& bITHEIRMEST L AMEIRSE & 21 L
Ty

FEFI6, 71%, PRI & (GER 6 13 Fi4F EE o BE{G B A%
583%), BRIRIIIZA ¥ A APk ERET 2 B
FRMEEA L, GADPUADSEMET, IR
12 S5 FASRERH & 5 WIZ AR O S A A &
N2 ehn, HEALE U C2RIMER & I S 7z,

JEBISIZEE L Cld, GADPUKIZEMETS - 72745,
BITEL T CEER L ) SIETH - 722 & h
b, MEFUHUEEDDIIA A YEERRIG L7,
A ¥ A CFREBIIG AR A | B AT L7z
7%, MODY B # i (nf-4ds (KB VAR A R &
& — /NG - NI IARE ARG IR IARE) 12 &

H

p=(1{3
¥

Py
JE
>

30 Bl PRI

D) HNFAA 5T O RAGER S 172726, MODY
1L BTSNz, ZDW%, A VA VRS E R L 72
PRIRE MRS T3 (SUSED 7)) A FBLUA
7 LF VIO DPP4 I ESE) |y A L,
HIFE R I o > b O — )V EHEREL T b,

1975~ 20144EBE DAL\ BT B/, sk
Rxt G e L7z 2BIE R 0 54 2 & SAEHIEE (105 A
x) DR ARS, BIIRLT,

INBREFRIR DS & RRER

H AHE PRI 55 O A 5L o ) e 2R HE T3,
DFPG = 126mg/dl, @OGTT @ 2 [ 1fi B i =
200mg/dl, (@ Bl Ik IfiL B 5 = 200mg/dl, @HbAlc
(NGSP) Z65% D\ A DHERR S L7261 “H
PRIGEL" LT Bo Z L CTHIFEIAT o 721 TO
~@DWIFNAOIMAEE & HbAlcAsE b IHER
BTho 7610 WRIE L2 LTiwd, 2L
TARRLED RN 7 OGTT OFEhi % VT 5 72012,

&5 MNRE2EMBRIROFIERE GFEZ D)

RIESRE | HRERB/ NBFE10FAN/F

F E IR PR
1975~ 1979 06 63
1980~ 1984 09 118
1985~ 1989 09 83
1990~ 1994 10 152
1995~ 1999 29 15
2000~ 2004 13 137
2005 ~2009 23 220
2010~2014 14 89
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- R0 AR V) Q2RIGEIRIRRAERE

o5 A (105 A3/%)

@ (h)
@ (REE)

20

FPG & HbAlc DRIFHAEDSHEEM I N D & 9 1274
0, 20144EBED 3UHEEMAT OB ET NFALND
FPG & HbAlc DFER DA THIRR L B sz, —
77, FPGR HbAlcDHERIFIL 2R S 2\ 2 b b
59, OGTT O 2k M2 “BERHEL %R 3-iE
BIH D706 THIET Do FEGI ST HRALAIIRELRE
AT 1 BUREIRIR & BB S 720s, SIRKERIRAE DRER T
IZFPG & HbAlc it WM HERIRRI A 7R LTy,
DX ITHHIENAE LT 5B EFZ HNBIER]
RRRFN AT T HHERFECTIE, FPG & HbAlc DR
2T TIIHERIR E BT E W EDPH S L72h7o
T BRI OBWHZIZOGTT AR I3 ) b fEHEs
LM STETH Y, FoMHEREEE b ORER % IEHE
BT 51218, —EOMEZ T TIERL, 2O

PRI % 1B 5 D D %

—7, GADHUAZ: & ORES R H CHkhBEET
FTIOREGNL,  JEAG 2 TUREIRIG & AR atEr T 1 R
JRIE, & HITIEMODY % F & L 7z Bi—i n FHE R
& OEBIAVIN 70 Do FRIRRIC & 2 HEFRFiHE
SRR EN, JIE 2RI IE B B \ AR T 1
RUBE PRI & FoW S IV CHBHE L TR ORI, &
HLRREOHETMODY V& E N TV 5 Z LA
P27 5 72%, MODY IZIZR6IIRT £ 9 #faT
ZBEIZL ) FIZ6 DDA D 03, EAHITHE
S L, WEEBEE IR T, IE R
DRIFIE %A LERIIZMODY 2% { 5Eb N 2 iE
BITH, MODY LS (n T OZEANFE S Iz Wi\
BIH% S HFAET B0 Yorifuji 52 OFEFIC L B &, /N

%6 MODY DiREY & ERERAVIFE

MODY1 MODY2 MODY3 MODY4 MODY5 MODY6 MODYX
BEEEETF HNF4 a GCK HNF1 a IPF1 HNF1 B NEUROD1 RH
sarE
1¥1)X 5% 15% 65% <1% 1% NBH 13%
A& 15R% 1% 15% NER 2% NER >80%
_ BEH~ BEH~ ; BEH~
= M AE IR R N = N H) L E)
masm 0 RS o BASH o R
BESSET  BE MBT  BESLES B R
i n“b 3 N B N B N:| o B N:|
WREEEE  _mem  eveBE( —may (—aBoA) B
A
=kefiE  EEE £n B 758 MREORE
RGBT
INEREET, homozygote I3 SEXRMBTD,
" & - R
s TGIEME setmERE ST oo b R
o

REERTRIESA S ER 2016450 #4575

(k3 & O 51H)

Bl PRI 31



WRHAC BIE T2 TMODY & 2 & Lz fEfl o
Tl glucokinase (GCK) Efn T4 (MODY 2) M4
FED R D E < (481%), RICHHFEDSE VD IZHNF1A

IR T 3% (MODY 3) Th - 72(268%) €L T,

HNF4A &fZ1-F% (MODY 1) % HNFIB j&{z 15
# (MODY 5) [3HEAME L, MomEIIMmRS T Fh
Th o7z 20144-DRERRIFEIG TR S N7HERNZ
BEETRINC L D MODY 1 &ZBMrsiz2s, RED
FHEEET Td 5 HNF4A 1385 W T OHNF4 q %
I— N9 %, MODY 3OE(#EIET TH % HNFIA
BET-O 70 E— % —HIEIZ T HNF4 a OFE AT
AHAEL, HNFIA #5705 A HNF4a (2L > T
FEESNTRD Z AL RS> T D, LIzATS
T, HNFIA# = FERORAH (MODY D) O 7 K

THERIZIZ S B A ¥ A YRG0 — b,

HNFI1A #fn#s 255 (MODY 3) 8Bl T
Who —fIZMODY 3 & MODY 1Tl IEED 15
MHRHNLOIFEELHLETH Y, BRI
CHERRIRSBRIAL S 525, O RTT S MODY
3, MODY 1& 23R SN Tw 52, MODY 3&
MODY LIZEmHIRIAE A A VBT
L, AR EREDPLEN T b 2 EDE0DS, f)
HOBERETIZSUEICEIFICRIGT %Y. $72, #L
WHETIEA v 7 LT IR T S B GLP1 4k
TEENSE S SUSE L MO REER LY, bhubhid
MODY 3 DJFAIADELRS T GLP-1 2R EBhEE A
T THEF Z R L T 59, —, MODY ®

H G b B 25T GCK G o 7525 (MODY 2) 13,

MAED EFAZHED A 2 20 YU R TH %
72\, BF - EERED L VI HGR CER S

32 HE PRI

B — AHEN o FARFERIRIC & 2 RIS C
FER &5 MODY DA Z T 505, B TR
2L ) MODY 2345 2 L1, 1IELWifkis
WL, ZOFHREUGET L7720 EEEBbis,
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