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R PRI E A e (DT, &%) TiE, 1974 (1
49) &£ 5 FEMIRO—E & LT, #MNO—HD
INIL - RASEEEARL D WREAGE Z R RIS, PRAEMRAEIC &
BIERIIGS AT > C & 720 ZD1%1992 (FHL4) 4
2o, EEB TR OLHEEHE & L TR
WA FER SN TN D,

MZEOY AT AFHHDO L BY) TH D05, 1R
0, BIRERES OBSICERILS L B & v
TIRBEMRA D T O T\W 5, & L TREED () L
FAERR LGRS LC2Wiatr & L CHEERAER
BEATV, [ARROBAEDE 5 N7 E 1213 3 U
BA AT o TR EZ M L T bd, 20k
) TR AR X B HERIEZ I L 0, ANEIIC
BWTOHE K O2BERT &, DHTIED 2 h%%
TR 2 & L7 1V EURERRIR A D BLRE Toe
SN, JRIRAHEST L 2\ ) BICHRINGHETE 5 &
o7z,

AR, 2018 4R FEICHITHRN 13X - 5717 -
2HT DEF20 X 12 B\ TIRBERAIC L 5 5
PRI & S L 720 A TlE 2 O FE Rk
AT s L L b1, NEBEREICE
U % maturity-onset diabetes of the young
(MODY) DT DWTIEHS 5o

201 8 FEDRMEMAE
2018 4F BEIZ FE it L 72 PRUERAS D A0S e 1
B IRER R 2R 1 IR T, 20184FFE IS,
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W bk oE 2

HAKRFEFBHIR

MRAR B HE 410,739 NIZRE L CHRBERAL % 17 o 724G
R, LKA OB 13490 A THPHE=RIZ0.12% T
BV, 2RIEAEDBEE X114 N THEZRIZ0.03%
Tholze LTINS DOMHEIIHIE L IZIZFET
Holz,

R2IIZFZHEDOFER - WD 1K, 2KEHR
WER IR 2 R T o LIRS BT B/, R,
EEFROBEEERIIBOED009%, 017%, 040%
TH), B L FERIZFED S < 72 B2 Ttk
AT BN D o720 —T, 2WEAEIZBT
HUNERE, R, EEEROBEIEREIBOB D
002, 005%, 006%THH, ZibOfEIZFILELIZ
ZFEFECH o7,

RIIITTRB L2k D S 3REHHAE £
Tl U7/NER, oM mEEsR s, 3UHE
TARA CHEIRIN, BEPRIWSE, MIAHERESE (Impaired
glucose tolerance : IGT) B X U'E A ~ X ) ~ il

®1 REREBREARS JUBHHER

(2018 &)

A 1RIBRE 2REE
BREEH BHEER % BREEH BHEER %
REE - H#E 11,339 7 0.06 4 3 0.03
N = & 281,029 247 0.09 205 55 0.02
% K& 105033 183 017 142 48 0.05
=2 ¥R 12,866 51 0.40 38 8 0.06
x 2 128 0 000 0 0 0.00
ZDOMDFER 344 2 0.58 2 0 0.00
&t 410,739 490 0.12 391 114 0.03

(F) %8, 1 RBEERIHLTOHD
2RBEDBMERIE, 1K - 2EEREE, BER%E, Ebitx
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iE & W S NTHEBI OB 2 7R T 20184FBED /1
FR, HEROIKIEEREDZLHEIIBOBD
BN, BBATH o720 ZNEORFRIZZ2HEREMLHE
(fasting plasma glucose : FPG) & HbAlc DHllER
L ORO7 B EESTER (oral glucose tolerance
test - OGTT, 175g/kg - AE TR K75g¢7 N
HEERT) 24T\, HEIRIR 2 & 60 72T e pe e &
WrL7zo € L COGTT FEFEHE I MUBEMNI 2 & 34T L
THEM Z &2 4 » 2 ) ¥ (immuno-reactive
insulin : IRD) 2l L7ze F72, Z2EREOIMLE % H
W, ERRDS, ALT (GPT) B & OBERBEAT
PR TH L 7y 3 VRIS (glutamic acid
decarboxylase : GAD) ¥ifk=llE L7z (T A7

ENS
iz

A (P27)),

HERIRDOBWTE, FREIZAT > 722 CIUREL 3
£ O"HbAlcfE2s & b IZHE R % B (FPG = 126mg/
dL, OGTT @ 21k [ Ifi 4% fif = 200mg/dL, HbAlc
=65%) O EIHERI LB L7z, £72, FPG
<126mg/dL, OGTT o 21K [ Ifl %140 ~ 199mg/
dL%ZIGT & # Wr L, IE % 3 FPG<110mg/dL,
OGTT @ 2 FEf MUfEfE < 140mg/dL & L7zY,

INLOBWREREICHEDE, SWEHMAIC X
D, 20184EEEIZ/INEA D2 N & 2R D 6 A AR
W, NFEEO2NEHEAED T ANIGT LB
72 (3R3)o 20184EFEIC BT 2 HER R D3 i3 4
T0.002%, 1075 NkF3ERABEEEIZ464TH Y, /I

®2 FEH - MHARERNE (18, 2XERGM) £

(2018 )
== 1RBRE 2RBE
BREEH Bt Btz (%) REEH [TEETE Bt (%)
P 2 % st 2 % & C - 2 & F 2 % % B8 4« 3
15 24,441 23,770 48,211 12 15 27 0.05 0.06 0.06 12 15 27 7 5 12 0.03 0.02 0.02
2F 24,152 23,378 47,530 15 23 38 006 0.10 0.08 12 21 33 3 3 6 0.01 0.01 0.01
I 3F 24,048 23,419 47,467 30 24 54 012 0.10 O.11 19 21 40 3 8 11 0.01 0.03 0.02
#OAF 23,606 23,021 46,627 21 15 36 0.09 0.07 0.08 18 11 29 5 2 7 0.02 0.01 0.02
L3 5% 23,320 22,815 46,135 22 17 39 0.09 0.07 0.08 19 15 34 5 4 9 0.02 0.02 0.02
65 22,790 22,269 45,059 21 32 53 009 014 0.2 17 25 42 3 7 10 0.01 0.03 0.02
5 142,357 138,672 281,029 121 126 247 0.08 0.09 0.09 97 108 205 26 29 55 0.02 0.02 0.02
15 17,416 16,997 34,413 16 17 33 009 0.10 0.10 13 12 25 5 2 7 0.03 0.01 0.02
f 2F 17,848 17,234 35,082 28 3 63 016 020 0.18 22 25 47 6 9 15 0.03 0.05 0.04
E 3F 18,159 17,326 35,485 49 38 87 027 022 025 40 30 70 15 11 26 0.08 0.06 0.07
H 53,423 51,557 104,980 93 90 183 0.17 04147 047 75 67 142 26 22 48 0.05 0.04 0.05
. 1 T 1,829 2,466 4,295 12 9 21 066 036 049 10 7 17 3 2 5 0.16 0.08 0.12
g 2F 1,734 2,460 4,194 5 6 11 029 024 0.26 4 2 6 0] 1 1 0.00 0.04 0.02
-7"? 3F 1,888 2,489 4,377 16 3 19 085 012 043 13 2 15 2 0 2 0.11 0.00 0.05
K Hi 5,451 7,415 12,866 33 18 51 061 024 040 27 11 38 5 3 8 0.09 0.04 0.06
(F) ZEIREALIREE I$RR<
%3 NEERRAY -2 THE
(2018 %)
1RARE 2RARE 34ARR AR RENR
BEES BEER % REEN BMEH %  SRES BRE % EREE % g*’gﬁg o 1R b
NER 236,650 202 0.09 169 46 0.02 33 2 0.001 0 0.00 2 0.001 0 0.00
Rk 84,077 155 0.18 119 38 0.05 23 6 0.01 0 0.00 1 0.001 0 0.00
=t 320,727 357 0.1 288 84 0.03 56 8 0.002 0 0.00 3 0.001 0 0.00
GE) (%) 1E, 1 KREOREZFRICHT 3EEERT
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R4 IR THERIR £ 2 & W 1 EBIDERRATRR

(2018 %)
. % 5 B OGTT (1204)
o i REE iﬁﬁﬁ Eﬁﬁﬁé s = v = HbAlc  GADHiff+ TG ALT -
() (%) RiEE= /b (%) (U/mL)  (mgrdL)  (IU/L)
(mg/dL) (uU/mL)  (mg/dL) (uU/mL)
1. % 8 178 &L —/- 129 643 ND ND 76 142 34 25 1 BUHERRIR
2. B 10 -73 #L 3+/2+ 273 448 ND ND 10.8 734 73 11 1 BUHERRAR
3. & 14 74 HY) -/ =% 110 104 ND ND 7 <50—173 48 9 1 BUNERRIR
4 & 14 -113 #L 3+/3+ 302 164 ND ND 15.8 <50 251 16 2 BUFERRIR
5. %« 13 633 &L +/- 170 307 ND ND 82 <50 163 133 2 EIFERRIR
6. B 14 354 #nlL 3+/— 182 413 ND ND 12.4 <50 122 50 2 BUFERIR
7. & 14 06 %) +/- 286 544 ND ND 129 <50 66 14 2EPERF—~MODY 3
8. B 56 52  #4) 3+/+ 242 271 ND ND 11.3 <50 87 10 2 BIFERRIR
9. B 10 15 &) -/- 114 7.29 191 419 6 <50 41 16 IGT—MODY 3
10. B 12 -72 &%V +/- 135 4.99 184 36.3 6.2 <50 65 17 IGT—MODY 2
11. & 14 -146 5V -/ =% 99 222 162 782 5.4 <50 57 9 IGT

(F) "85 1 EERE (S b\ BHERRRIEE, *1.50/mLRLE TR

S ORERIFSE RFE30.001%, 105 A58 AR
(141, HEEA ORI A1 001%, 1075 Akt
ZEVABEIX 1536 &, BI4E & [FERDGE AR BTz,
72, IGT DFERFIZ LK T0001%, 1077 Ax5E
RAEEIZ174TH o720

20184FFEDIRES THEIR R L M S 728 A, IGT
LW S N7z 3 NDERIRIIEEL, A ROFM &
HERIF ORI A TR AR o HERIFORAL & LT,
MR REIIZANFEE D2 N & hEED 1T NHS1ELEER
W, HFEEOL AND2RIMERIE, NEAED2NEH
FEDOIADIGT LB S Nz0s, ZoBfTbh:
BIZTRRAICE D, 2RERIFE BTSNzl AL
IGT & B &N 722 ADSMODY & 2l S 7z (GE
() o 2235, MODY #fn F#ATIE, KBZ#
R VY — K FREOIERIZL ., 20
By i) T %o

FEBIL, 213V d % 7203, FPG, HbAlc
EDIIEMET, —F, IRIZEMETH ) GADILIE
W TH 72 & hn, 1BHERR &SRSz,
FEBI3 b IR T, HIRMEA » 2 Vo iREDShEE
ENTBY, BRFEET V7Y F—Y A%RL7%:
T LD B ERIRIC VEREIR TS 2 5% 05, Mis
KOGADIUEIZBEMETH 720 LA L, TDHD
Bt ©ZnT8HUA3192 U/mL (GEH#EME 15 U/mL ok

* F OB

E
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i) EBETH Y, FlE & LI GADBUAD FIEL
(173 U/mL) L72Z &5 & &tz 1 BURE IR R & 75
Wrs e,

FEFI 41 IELIG T, WIRIEES P T Y F—=Y A%
FRELTWD I 00, BRRIIC IEWERIEAR b
b Lo72h, GADBUEBIETH o720 il
& & B ITHEBEARE L, WERMEA 2 ) 25D
8 L CRAIICIE A Y A ) VB o722
En, 2HBEIRI BTSN, 25121, #EHIR
THAETIIVITNOMODY Efm T b A E)FEE S
T, REREAYIZIBER L C D BRI A ChUARIE T
TERETH Y, & 5121 small-for-gestational age
(SGA) THIE L T2 Z & A2 BIREIRIGZ T OARIL
Loz,

JEBIS, 613V i<, FPG, HbAlck
CEAEIZ S b 5 FTHEMEA » 2 ¥ 3idsiirz
NTHY, GADHUEN B TH o722 L5 274
PRI & MW S dzo 2BIBERRE TIEPE L LD SER]
TH L EBE (I 2B IR O R IEED RO 5%
A5, FEBI4, 5, 6 TIERAD LM o7z2,

FER 7 \ZIENLGC, s O AR AR < HERENE D
G LIRS ¥ A V3O T A A S Lz,
—7}, GADIUEB L ZDHOBAETH VTIo
BEEMEHCHE L BIETH ) ZWTITEE L7225
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MODY #& T DA DR, HNF-1 o #5124
EASEEENI2Z &6 MODY3 &l sz, %
B, BBUERE DA S, 80 BR AT
MODY3 & &l & 720

FEB 8 XA ] 2 1 2l 52 D B AE B T 0 % 7%,

FEFEOMY & & HIZHREAS » 20) 4 AsEE
L, MR FEECIigE D > s o — )usmifE L7z
T &6 2BIEIRIR & BT S 7z ASEBNZ NS
Tl b0, MRLRDLHPEEFHTH oL
MHRERE LTI H1F72, LaL, EfELTE
RY DDOIIAHY TH o720 LIz,

FEFI9 ~111Z OGTT D #7425 IGT & i S
720 FHBARZ O OGTT OAERIGT L Bl S LA IE
BIORAAIIG 2 A L, 2BERIBE OB T 5
ZENLVH, ERII~ 11TV L TH
0, F7-GADVUEDEETH L Z &hn, 1RIHER
i B\ 3 2BEIRIF O\ OHETEE & b 3B L
v, 20X RIEFIOFIZIEA A5 3 MODY
PHAET B T & OB TR EAT o 758, SER]
9 THNF-1 ¢ #{EZF DR E S MODY3 &
ZWrE i, FEFI0 TIXGK EIn T OZEEMMEE S
MODY2 L&z, 7B, WHER & b IZIHIC
FRED BIRF AR E S N7ze FEFIIL TIEWVT
NOMODY #IZ I b ERDEE ST, BEH
HHCHA L T_TRIETH Y, IGT M EoRils
WHIAT 2 T evn,

M2 THRREETNSHMODY

20084 | ZHEME X 117 MODY OFZWHIZBI 3 28T L
WHA KI5 4 02 1285 E, MODY 39 Jeta i
MR LR L, O2MRUT b7 ZHIRIFO K IE
EnH Y, @FONDOA% LD L NE25HITT
HEPRI & 560E L, QEERBEE CHURIIREIET, @
WERPEA > 2D Y IdRFI N Twb, &L
THREA > 20 Y RARIES N C W BRI E L
T, A VA VIHEELEE LR0D, HDH0VIiE
A ¥ R PIEEDSHG S 721212 3AEDL I C- %
TF FIEA200 pmol/LLAETH B L EHLI TV

RERTRIEFA S ER 20204500 55495

%o MODY O HI CHIEEASE I ALIL, HNF-1 o #
ZF R THDHMODYS3, glucokinase (GCK) #Efzm
TR T HMODY2, HNF4 o Bfn T ZRTH D
MODY]1, HNF-1 g #ifn T4 Tdh 5 MODY5 & &
%A%~ Yorifuji & DE® T, AF/NETH
D OIEMODY3 & MODY2 T4 Y, MODY1
MEDHRIHN TN DD TH 5o

MODY313 g g Tl < 85K F D HNF-1 a
BFERIZLE 2 b 0T, ENIRME BT 2RO
PN BMEAME T 4 7200, TSRk £ R OB
BEC b IRAE S & L ORZ CRREND 2 0%
Vo 7z, & &I f AR LRk
BINIEA v A UARAFIREEE 20 B, MRS TR SN
BIEGIONEYEAS > A ¥ baefEE ORI, 5
RENDZFNCLYEFEETHY, EHIDLH
IZIGT & LTl s, REdBigis 5\ »Idas - &
B CIHEE DR A IER] b UL, FEFIT7O
£\ TEILHE & NIREEA » R V3O A3
T, A VR VIGRELEL T HIER O FET S
—fIZMODY3 DL L LTk, AV7 7 =)
RFEEDINCERN TH S L SNDH, BHIIIE
A 2 AN ARFIRAT T BIEGI %\ MODY2
WIREERTCTlE%R, ZVva—Rter—ofaxx
N9 GCK DR AERIGRRT 575, —AkIZ 22
OS2 /RIS, JEFI100 X HIZOGTT %
EOT ROHEARIC L) EHES FAT 5L, 1~
AN) VAFHIEE F T LA A - OBRIRICHEE
%5 &9 GEIEE RO, MR TRIBEILZE DM
& ENDIEFIDNZ\ o MODY % & 72 A RIS
L DRERIRI I B T T AIUSBIIE TE 2
B, TRERIGEOEIRE RSO 2 720125 #In T4
2L 5 MODY OBWHIVE L E R o
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