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gL, WA —EBORIR DN/ - HEEs & RAST S A O VAR
EEMFIZER SNz, BB, AFROBAIIE, XA
DRBTEBEI N TN D,

MEOY AT 2, TROEBY THDHA, 1K E IR
M2 OB S N RFR % VT T - T b,
1EEICTRO Y A7 A CTHEfl L 72X, e, #ifE, X
G, S, T, B, i, BfioxE, ZE
HE, L, ZB, HE2H061h, i HoHo20ToqEk7
WX TH 5,

AT,

BBV AT LA
3 & BEHE & 13
TRY¥ENRES ZW BEEFENER
PANDE - -toEr EBX N
N , N ; 1.75g/kg (Fx=758) HiER S

18 | R & 2Rk | R & HPIE(C & 5B

28R | (£)LUE | 28R | (2)LIE | chi4pghs
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122> NERERREME FEE
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/N V3B R R R

EUsIC

FHE TR e (R, AR%) T, 1974 (150
49) £ SHRN—ERO LA, - RASLFRE D W B HEE % 5f
KT HERBRO—BRE LT, IR X B8
RIS 2 AT > C & 720 ZD1%1992 CFIA) 47225
L, SEBECHERMIROVEEE & LR
WFERI N TN D,

WEZDOY AT AL, BIN—SDEBYTHAHY, 1
PARATNL, BB OB ZHRI S 7z BElR %
WAL T O N T W Be 0D & 9 228 RR
V2 X BHERIHRZIC & D /NEIC BT 02
RIBEIRIG &, DETldd 2 AR IRETRI 2 F & L7z
TUMEFRIE SR OB FETH SN, WIRDSETT L
V) BICRERGRTE S L) 1%k o7

AL, 20114 FE TR O IX - 6117 - 2HT DR
17 HIXIZ B TIREER A X A HEIR IS % 20 L
7eDT, ZOFERMBEHRET 5o

201 1 FEDRMEME

Wk E =
HAKZEFIBHIIZ

B, HER, SR OBEERIZBOBO 004, 009,
014% T 1), BUEL FERRICFAED R 251221 T
eSS AN o720 —F, 20K E
JBANFRL, R, EEEROBHERIEBOBO
001, 002, 002%THYH, ZNbHOMHITFIFEITIT
& Cdh o7z,

RBIITLKRDB L V20D 5 3WKEEMRAE £
T M U7/NAR, R OBmZhmitsR s, 3k
TR CHEIRIN, WERRIASEE, MPHERRSLE (impaired
glucose tolerance: IGT) BL W& A » A1) VIFEE 5
W S NIIEBIOMRE 2 7R § 0 20114FFED/ AR,
FHED SPREFEMREDZZE I BOBOZA, 10T
BHotze TNHDOMRIZZENERFMEE (fasting plasma
glucose: FPG) & HbAlc (HAHE JRma~4: JDSHH)
ORESB LR 7 FoiEaam bR (oral glucose
tolerance test: OGTT, 175 g/kg * AETRAKT5 g®
7 ROREGTT) 21TV, MERIE T S 7ot
Zr L7202 L COGTT S M| MAERlE & 3647 L

2011 AFBEVC FEhtE L 72 RAERR A D AR FE R 55
. F1 REREEERGBRUCEMEE
EIRBERG R A R1ITIR T, 20114EEELE, M oot #8)
T AEEL342744 NITRS L CIRBERAE 2 47 5 5 5 1RIEE 2RBE
7- 'fﬁ, 1 U(j;ﬁﬁ@ B%,]i% 13211 }\(K%lligj!‘: e BREEH BUEHR % BREEH BHEEHR %
RER - HHE 11,105 4 004 4 0 000
006%TH Y, 2WIFAEOR%H 1L 44 N Thalk Moo f 220076 87 004 65 2 0o
. moOF® K 93380 87 009 70 17 002
FIZ001% TH o720 £ LTINS DIEIZHT T o= % oK 15284 22 014 16 3 002
A . x 2 2,520 6 024 2 0 0.00
FLBIIFAETH -T2 Z DD F A 379 5 132 3 2 053
R2IZZHEDOFAR - RO 1K, 20E £t 342744 211 006 160 4 001

(E) @ %k, 1RBEEHICHLTOHD

BERBEG R 2 R T, LIRIRARIZ BT B /N @ 2RBEOBILEMIE, 18 - 2RBHIBIE, BIEY L, S
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®2 FER - HRREEGE 2 RERGY) HE

(2011 &)
BEE 1RBRE 2RBE
BREEH Bt 3 BRtEeE (%) BEEH Bt BetEeR (%)

FE ] % st g &« 5% 8 %« & 2 &£ % 8 % % 8 % &

15 18,226 18,150 36,376 3 8 11 0.02 0.04 0.03 3 4 7 1 2 3 0.01 0.01 0.01

2%F 18,527 18,139 36,666 9 4 13 0.05 0.02 0.04 9 3 12 4 1 5 0.02 0.01 0.014
I 3F 18,568 17,846 36,414 4 4 8 0.02 0.02 0.02 4 3 7 2 0 2 0.01 0.00 0.01
== 45 18,528 18,271 36,799 7 10 17 0.04 0.05 0.05 4 7 11 1 2 3 0.01 0.01 0.01
® 5% 18,766 18,344 37,110 9 7 16 005 0.04 004 8 6 14 4 0] 4 002 0.00 o0.01

65 18,556 18,075 36,631 8 14 22 0.04 0.08 0.06 5 9 14 3 2 5 0.02 0.01 0.014

=t 111171 108,825 219,996 40 47 87 004 0.04 0.04 33 32 65 15 7 22 0.01 0.006 0.01

15 15,786 16,284 32,070 12 17 29 0.08 0.10 0.09 11 11 22 2 4 6 0.01 0.02 0.02
EP 2%F 15,198 15,464 30,662 10 13 23 0.07 0.08 0.08 8 11 19 3 2 5 0.02 0.01 0.02
; 3F 15,029 15,431 30,460 21 13 34 0.14 0.08 O0.11 17 11 28 6 0] 6 004 000 0.2
-~ =t 46,013 47179 93,192 43 43 86 0.09 0.09 0.09 36 33 69 11 6 17 0.02 0.01 0.02
5 15 1,943 3,654 5,597 6 3 9 0.31 008 0.16 5 2 7 2 0 2 0.10 0.00 0.04
=3 2F 1,686 3,436 5,122 1 2 3 0.06 0.06 0.06 1 2 3 0 0 0 0.00 0.00 0.00
= 3F 1,642 2,920 4,562 3 7 10 0.18 0.24 0.22 2 4 6 0 1 1 0.00 0.03 0.02
& =t 5271 10,010 15,281 10 12 22 019 0.12 0.14 8 8 16 2 1 3 0.04 0.01 0.02
() PEHPRBALREE 3R <

x3 NBREERKAIYU—Z2 TS
(2011 %)
1 K87 2 KARE BB AR RERR
v s ot px ; o HHERE BAR)
BEER BMES % REEHR BEEN %  SUEN BER % R % gﬂiﬁg % B2 e
INERE 166,691 59 004 48 17 0.01 8 1 0.001 0 0 0
h&#s 66,035 64  0.10 55 13 0.02 10 5  0.008 0
=t 232,726 123 0.05 103 30 0.01 18 6 0.003 0 0 0

(GE) %lE, B1RREOREZERICHT 2EEERT

THERHRIZ A >~ A V3B (immuno-reactive insulin:
IRD) ZM5E L72e F7Z2EROIMmEz HvC, ik
JElE, ALT (GPT) B L OWEMEHCHUATHL 7
VF 2 UERBLRERRES (glutamic acid decarboxylase:
GAD) ¥ifk (GADA) ZllliE L7z, (&8> X T LK
(P31))

FERRIRORZ WAL 1997420 ADA (7 A V) FIHEIR
FF4Y), 19984FD WHO (HEFMERERT) 35 X 101999
O HANERI TR OEFINE Y, FPG=126 mg/d],
OGTT (2B A 2 MIHEE = 200 mg/dl Z BT &
L, ZoORELHNIZS % CTHUTIIRTIGT
Db oipEfliz m L, BERRE O MR 2 e IR 2 7R d
7>, HbAlc (JDSAH) = 65% % 7~ 3l & HEFRIpSE &
i L 720 20104E0 HARERI AR DEFRVIZ L B &,
HbAlc (JDSE) =6.1% 72 CHERRR &2l L, &
DR CIMEEDS, Al L 724 RIR O W HAEDL T

AR TR S 201345 42

ThoHD% HERFHEZWILTL v, —JHbAlcfiE
P DHERIRELICd 2 855121, Bl HIZpEED
PR AT, MEEAHEIRIFOIIEL FTH S 2
& BRERR L 72 CHEIRIE £ 0T 5o HbAlc=61%
P32 F BT S 72T TIIBEIRTE & 2 W L 722 v
HEFRIROMIZ, FPG <126 mg/dl, OGTTIZHB1)52
FRFF IR 140 ~ 199 mg/dl % IGT LML, 1E#IZ
FPG <110 mg/dl%*2 OGTT 2 B} % 25 ] IfiUhE
<140 mg/dl & 72 > T\ b,

SUKEFMAIZ L 1, 2011 4EFE I/ VD T A & v
FH DB NHWERR & W & 7z (3R3)o 201142 FE
(2B B/NFA, R ORERIR S RERIIBOB O
0001%, 0008%, ZfATIZ0003%TH Y, 1075 Axt
FERBEIZBOBO16 A, 114N, &K T5IATH-
720 =75, 0114EEOMBT, FERIGEE MTHERER
HBLOEA A VIE L BTSNz b DI
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R4 R THERR &2 & h 72 iEBI DERFREVEFE

(2011 )
. %2 5 B OGTT (1204)
= ?E;)% HE(T/E{% iﬁ@ﬁ ‘E 2 ﬁé o - . = HbDA1c GAD#itk TG ALT pen
5 b KIERE* ¥E/ (%) (U/ml)  (mg/d)  (IU/1)
(mgrdl) (UU/ml)  (mg/dl) (LU/mI)

()

1. F 11 -20.3 &L 2+/ — 142 3.95 ND ND 79 80.0 47 7 18
(FR224E)

2. F 12 512 &, #Ag2# 3+/— 211 22.20 ND ND 8.1 <0.3 196 81 28

3. M 13 -8.4 &L 3+/3+ 333 1.00 ND ND 11.3 0.9 86 11 18

4. M 14 49.9 L2 R 3+/3+ 349 15.90 ND ND 9.4 <0.3 817 136 2%

5. M 14 32 B, #HXg2® 3+/— 217 3.74 ND ND 11.9 <0.3 33 17 2%

6. M 14 34.8 'L +/— 204 15.50 ND ND 109 <0.3 89 83 2%

(F) * 551 FEATERE (C b | B HEFRIARIEIE

o720

2011 4F-BE DRES THEIRIE & I S 726 A DRRIR
HORFEL, MRS ROFEM & BERRIE ORI (18 2\
(Z278) 2 RAITRT o BRI THERIE & ST
SN726 NOFRENZ, 1EURERIHAT2 N, 2BUHERRIHAS
ANTH o7,

%8, 01VEEOMZ TIE, R E B sk
TR TOERFIAFPG =126 mg/dl 2> HbAlc (JDS
1) Z6.1%%iifi7z L 7272012, OGTTIdHf 149722
JERFORE R % b o THERRIG & 221 L 72,

FEBIL, 31L& b IZREHITIRBEIRIE & 2T S
727, BRI & U TR RER] L ISRRREI TR,
BISIFAMIERI SNz, $=bh, JERILT
VI L 2 BE R EIR T & A ERED T, FPG 142
mg/dl, JR7 N FEETH D, IR 395 u U/ml &
BANEERE AL S L T e hr o7z, LA L GADHIER
fifil£800 U/ml &L EfETH 5 Z &5, FREIBEERT
RHCHRIENEG- LT, WL L CRIRET
BRI RIBEIR? & 20 L7z EBISICBI LTI, I
fl, HbAlcfiA e dIZHfETT b= 2 %78, IR
(IR T D o 7260 (2 EMEFERE 1 BIBE LRI & 21T L 720
%8B, GADPURIZEMETH o 7278, Bl L7z
IA-2 (insulinoma-associated antigen-2) Htf&13F 4 C
HY, FIEEEBRENECREPEG LTw5 L
Zz 6Nz,

FEBI2, 4~ 6|3 28BN &S S72ns, BRREL

34 Bl RIS

& LCRAIMIIERI2, 4, 61ZAEmAL JEF]5IXIEAE
ifld 5\ MODY (maturity onset diabetes of the
young) LW Sz, JEBI2, 4, 613V FILd AL
FEAR20% LI BT, RAaFEEL RO, IRILEMETS
D, A XA ARPUEDIFENE R b7z £ LT
GADFURIZ VTN D B 5720 S HIZ2B2
Pl (TG) OFfE, SBICHHREREE % 700, ftho
AR » VIO EMIVRIR SNz —T1, E
BISIEZ W OB 13 32% TG % s 3, Bl
FRIEDHERT, F/2IRNE374 1 U/ml & FLEY
RfETH o 722% GADIUKIZEIETH ), HEHED
U LR RCIRIS LR L, A Y R Gk E L
&L Ztpo 72T & S IR 2 BIHELRR & SIS L
720 L LEEBIZRITHEIRIREDNRIE T H o 72720
[ ZH—E TR & 5V, MODY B LU hav
R THERIRI B % BT & AT L7225, #
(R ERIIRE SN D o720 BEBWTD 5 24EH5E
BT LA, a -7 Ny y—BIHERIC TR I
I bO—VEHEFREL TWh,
197445~ 011 AEDORBGE I BT B/ NFAE, HhEedk
X 51075 Nk 2 BUE SRR TS LE MR RE D AR IR HERS % R 5,
BUIR L7z,

TREREITE 1 BUNERRAR, FEREE 2 BUERRR, B—
=

B FRBI(CED <PERROER
AR TIL 1 R, FEALHE 2B PRM, MODY
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x5 /NE2EWERRDEERNRIER
(1974 ~2011 )

R I
£ o R 2RBE 3 x 2 B BE2R 5550 1RIRE 2RBE 3 o 2 B EE2R 5550
- o BEHOMRA DME (10 o o REB OBESA DME FH(10
REHR  BEN REH BIER 0 Gopiy) pay  RES IS RES BN o (oRy) Ty
1974 (RBFN49) 157,492 188 171 40 35 1 08 63,130 159 149 48 39 1 2.1
1975 ( 50) 160,609 141 130 30 26 0 0 64,480 138 126 57 42 3 6.9
1976 ( 51) 162,637 125 117 47 37 1 0.8 0.4 65,467 122 100 37 28 3 7.4 53
1977 ( 52) 242,740 236 214 57 39 0 0 100,406 251 235 78 58 3 4.3
1978 ( 53) 252,026 227 219 48 38 1 05 107,060 227 208 67 57 5 6.0
1979 ( 54) 256,761 131 120 29 23 3 1.6 106,005 101 94 34 25 5 6.9
1980 ( 55) 234,536 115 109 27 19 1 0.6 103,554 123 112 35 22 5 8.4
1981 ( 56) 264,266 127 118 39 27 1 0.6 09 122,132 136 116 43 33 9 11.3 1.2
1982 ( 57) 254,697 145 137 43 28 2 1.3 126,811 185 170 53 39 13 15.2
1983 ( 58) 241,793 85 77 28 25 1 05 125,427 155 141 57 39 11 141
1984 ( 59) 228,851 121 108 41 30 2 1.3 123,893 180 168 54 43 9 9.8
1985 ( 60) 214,655 126 115 46 35 1 0.7 125,404 181 168 64 55 13 13.0
1986 ( 61) 210,563 123 115 41 34 1 0.6 1.0 129,061 205 188 63 48 7 7.8 8.9
1987 ( 62) 213,617 104 94 30 20 0 0 131,667 207 192 60 44 5 56
1988 ( 63) 205,669 122 114 49 32 3 24 122,731 191 165 56 44 7 84
1989 (Fr 1) 204,940 116 102 34 19 1 1.0 114,777 157 140 55 40 5 6.7
1990 ( 2) 197,725 104 90 44 32 1 0.8 106,269 121 102 41 30 13 19.8
1991 ( 3) 210,832 91 73 27 16 0 0 0.9 108625 128 107 37 24 4 6.8 138
1992 ( 4) 204,306 79 62 15 9 1 1.0 103,549 120 100 38 24 7 128
1993 ( 5) 198,283 77 69 25 17 2 1.6 96,766 113 89 33 17 9 229
1994 ( 6) 192,697 7 58 15 6 1 15 91,771 99 77 34 24 7 139
1995 ( 7) 186,653 91 80 25 15 3 3.1 88,079 101 83 27 19 7 137
1996 ( 8) 188,782 83 70 23 13 2 22 26 90,057 99 83 35 17 2 55 12.7
1997 ( 9) 178,134 73 64 19 9 1 14 85,794 96 80 30 17 8 19.8
1998 ( 10) 174,119 53 45 17 10 4 4.6 83,345 83 65 23 13 4 10.8
1999 ( 11) 170,539 7 66 23 14 3 3.1 79,893 79 60 18 15 4 9.2
2000 ( 12) 168,625 70 57 21 11 2 2.8 77,268 67 51 18 7 5 21.8
2001 ( 13) 172,505 75 60 23 13 1 1.3 1.7 76,950 85 70 25 9 4 175 13.8
2002 ( 14) 169,706 68 56 12 7 1 1.2 73,224 85 70 33 13 4 16.8
2003 ( 15) 159,350 76 63 25 16 0 0 64,513 61 49 17 9 1 3.7
2004 ( 16) 147,863 68 56 19 14 1 11 58,500 59 47 14 7 2 86
2005 ( 17) 149,161 63 49 18 12 1 1.3 57,575 74 58 29 13 6 29.7
2006 ( 18) 138,247 44 32 9 6 0 0 21 53,231 55 47 19 9 7 325 20.0
2007 ( 19) 137,831 53 43 10 6 4 6.0 54,242 56 44 18 11 5 19.2
2008 ( 20) 157,229 51 37 7 6 2 2.0 61,432 71 51 18 12 3 10.2
2009 ( 21) 166,323 40 32 10 7 2 22 65,146 57 45 19 12 6 185
2010 ( 22) 162,695 50 36 18 11 5 2.0 14 62,458 56 45 16 9 2 71 116
2011 ( 23) 166,691 59 48 17 8 0 0 66,035 64 55 13 10 4 9.1
(%) 2008 &M E €1, NERRROERIEEE LR L7, 20005k 5/NE 2 BAERmO EERIEEE A el L (R L/
ZEE LB n B 1D MR & 22 ik A ¥ A AAEE 72 B — A3 v, MODY B
DEFRAF A S8R L, W5 2 L I3RS FOI bay N TEATREICL S B—#{nT5
T ETIE v, ROIZITUMEIRE, 28UBERSS, H TS R CTlE, KIEED RO TRIET, 7
— AT EE D CHERFEOBIRIE 2 R T 25 Va2 FF—YiEnE TR HNF-1 a 7 O MODY &Efn T
ARAREATT 1 BUBE RS C IR S Y B CiTiR 2 BERBH DT M3 v N 7 DNABEGT-3243% 5
WCH LIRS, 724 OFERIT, TS 2 (3243A>G) DHHEEEDSE <, F - FmAN Y 2 il
SELINNICEAF D= DITHRRL L 724 > A1) Y iHE R W RIEIRDMEAES 5 2 EDSBWDORA » N THAHY, IE
PLL 55 EDEERBMORAL VMR B2, — Al 2BEPRIRIE, NS OFRIDSHRE SN7E1
7, 2TUBEIRAE & B T-8E 12350 BERTE Tl LMEND T — ANV, ZFORRENZIE2 74D
FARMICHESRREYHCIURIEETH ), S DEREDFIEL, T2 TOERE R CH—Ex
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A REFEA0T A 72 V) D2BIERIR D RIERE DFE RHERS

35, A (10A/%)

30
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0 R
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FE

(F) 2008FkRE THd, /NEFEFRBDEEFIZREDOHE £RIR L 721, 2009FhRH 5/NE2EWEFRR D FERIRERDHE £ KR L 72

*6 PERFROERE R

1 ZUFEFRIR 2 EURERRIR B & FHERERR
o T e
EIEHX HLA # RS ZEF BERT
TERBRIEE  [2~4% 50~80% 90% LI E
HIEFR FL4h R HR~ EERE~ —EL TWAHEL
FIERF SMEERIE70% HRERBREREPF—EL TUVEW —ELTWAEL
FRIRETT 25%
BIE <5%
AR IEHERRE L RE 80% ~ FERERRE L RE
EEREEEHV BeREEZED
YAIWABE | T TFOTC I IDEE? 5L L 5L L
HERE 70~90% |- B BREE AR 54 L 54 L
B pHERkERE [IETLTWD BRiS T ldB ik 2L TICENER S
TER b RIS IR T
s8R 30~40% 60~ 70% 1~3%
FIESEE - 1.5~20/10 AN/ SESERE 1 25~3.5/10 N - FE/F
TEEERETZ DI TL 2L, RNOBETE 1989; 32:312-315
BE VNS THAET LI Ens, ZHERORRR 3) Urakami T, Suzuki J, Yoshida A, Saito H,
B & NS OIREL % IFHEIC T 5 2 & IS R Mugishima H. Incidence of children with slowly
Thbo progressive form of type 1 diabetes detected
ik by the urine glucose screening at schools in the

1) The Committee of Japan Diabetes Society on the
diagnostic criteria of diabetes mellitus. Report of
the Committee on the classification and diagnostic
criteria of diabetes mellitus. Diabetol Int 2010; 1:
220

2) Urakami T, Miyamoto Y, Fujita H, Kitagawa T.
Type 1 (insulin-dependent) diabetes in Japanese

children is not a uniform disease. Diabetologia
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4)

Tokyo Metropolitan area. Diabet Res Clin Paract
80: 473476, 2008

Yorifuji T, Fujimaru R, Hosokawa Y, Tamagawa
N, Shiozaki M, Aizu K, Jinno K, Maruo Y,
Nagasaka H, Tajima T, Kobayashi K, Urakami T.
Comprehensive molecular analysis of Japanese
patients with pediatric-onset MODY-type diabetes
mellitus. Pediatr Diabet 13: 26-32, 2012
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