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Abstract

Maturity-onset diabetes of the young (MODY), a group of monogenic diabetes types with high ge-
netic heterogeneity, accounts for approximately 1% to 5% of all diabetes patients. It often has an
insidious onset, and its clinical features and treatment strategies are different from those of com-
mon type 1 and type 2 diabetes. So far, 14 MODY pathogenic genes have been identified, and they
are classified into 14 subtypes based on different pathogenic genes. The clinical features and treat-
ment methods of different subtypes are also not the same. Early identification and treatment can
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help patients control blood sugar, improve their quality of life, and reduce the risk of complications.
This article reviews the pathogenesis, clinical features, and treatment strategies of four common
MODY subtypes at home and abroad to enhance the early recognition ability of MODY in clinical
practice and promote precise diagnosis and treatment guided by genetic testing.
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1. 5l

MODY & —JARFRRBEIRIN, T 1975 41 e ffiiloll, 0 EWRERTRE, IWARERAE, A K%k
AL S 1]0 1SN R R PRI (1) 3 RS IR E 25 H LA [2], F Ytk Bk, 20 =0z m,
JEEHR g AP IhRERE MR, H B S PiiAE A E MODY HIHFE. MODY 2 5% WA 55 PR B FR s 2 7Y,
£ 100 J % )LE S, BIRABLI N 21 224561 75 100 /3 ANFEH, B AL 100 (3] 124 KILT
MODY FURFEKF 14 Fi, L HNF1IA-MODY Al GCK-MODY # ., L7~ HNF4A-MODY Al HNF14-
MODY [4]. AFEFEEYE T ARRIEIT 775, BRI 1. 2 SO R G R RIS B,
PR, TEA IR 2 I AE I R o) e 7R (i BB DR W PR 28 G B B2 (5] SEGR 121218 MODY ¥ SCHER 1,
K4 MODY &M 50% M58 XU, FH AT Res2m G JLAI PR E 6], 8 I R 2R LRI 28 PR G I mT
PAX 4y, Il AR FEREIT R[] EFEEX MODY-1, 2, 3, 5 KIRIBHLE]. GRS SANG T 347
A, HT MODY BRI ERIZBRRE 2T .

2. MODY1

ik

MODY1 /& —Fh it T T4 A+ 4o (Hepatocyte Nuclear Factor 4o, HNF4o) & K] Y 4 A 1 R4S T &
BRI B DRIRE PR o S0 1 e e S A FE AR AR I AR I R R IR, 5 L) 2 Bk R
HHEiAF. /£ MODY1 I 5 R, T4 R RAREA M b, @i B R AE 1S 4T, 7T LAWLEEE] HNF4a
BESORAE T BB XA TR R SRR R R B T OCRRIER, S TR S = AR B
M ThEE, MITTSECT BRI IR 48], HNFda RiL/K-FREK, HNFda @0HR, ATAHER R, i
JE etk HOX K Ei. MODY 1 T4 i H 4RI FE 4R A T A8 K A2 2eBe . 72 MODY AT AR i 40 A4
o p AfRE gt , A0 B 4UAR R RIRRE R 0 0 32 B4 . 1 T R84k HNFda %H & D156 470
XA SRR BUR IR A7, K HNF4a /15 1) DI RE 28 T e 2 B T ¥R 5L R ) 3% S 0E 2 40 - HNF4a
s FRLEFIE . JoR 5y B 20 BAN B U v FE R IR e R 1, 8 T [ s/ R I R S A e il i,
FEPFE IR A IR B A& AR g DRt KRB ER . BRI S, HNF4a @ B
V4L R 7 1o (HNFla)ZE R 3RIE, 2 5460 2 REtaas A e AU P47 . HNFdo FEDR (1) 2% & R
AR I B AT REFENG, Iy E R RN S R 2, ET S R b . kAN, HNF4a %42
e A] G AEAR R, RIONCE FERRE AR E,  [FI AR a  FE R 2 R H i = RSP (9 AR
XA AL — BN T 0 A B RS, R T HNFdo EARBIATE I EZ(EH[9]. HNF4a-
MODY HFEZ NG JLERIL, B ) LA v a5 R AR, & b gt T YR e, 5 B AN AR 25
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% RS HE PRI [10],  MHE BN [ e T, E T S DR 7 (R s 5 B0 B 35 20 A 32 400, B 4 MR o 4 26
S SR RRAR, g v U 28 7 WA 2 401 . bl T BB R AR AT PR AL, IX 6 J S5 W] R H I PR FR
FERIE, T FERAE, R 2 5 B AW N RSN B J PRI I AChE, 5 1 Bl 2 BURE PR 85 —FEH W,
H 5 S s HA (1],

7 MODY 1 FYRY7 SRms R, RO TR G 2. RN 28 — B B, Y IS FIE A L4125 I (glycated
hemoglobin, HbA 1¢)7K-FA/54b T-AERE /R Ta BRI, HERER KB KA & PR £ (low-carbohydrate diet){f A
WIGHE P B 1K — W Bl AU & 3697 [12], (HBEERIEERE, HbAle /K-FZM#i T, MUK
Pl ROEAT VR . 0T LE A AE MODY 1 B, R HIgEE B2 —Fh & B LA VIR TR T
Jiide SR, AURETUICTEIE B HAR 0 MBS F 6) H AR, @O IE BRI ZWIRTT . WHAR,
RS ZI/E MODY | i3 i L AR 18 5 3% AR OB I 8OR, I R BRI TR B 4 i Tl e fr o S 1k
WER . Bk, FETFIRRE IR IEE SAE8E, BEIREZ5H ) N E MODY 1 B8 R & R G
(B EIRTT 77 % [11]- HNFla-MODY i35 K 22 % R IR 28 25 M) UK, T IRE 2 45 A BT IR 32 4% 1 (SURL),
X JRME B AN ATP AV B ) — AN, OGP S SO A (100838 o X 72 A sk i R P AR A
WIEFTIE, SRS FRAGIN, A TS R REE SR RS, PR AR R IR B X
ML, BENRRAT A Pseit T R S BN ThRERRAG, AT B A0 A 5 R s v, A PR IR 2
Z3WNiRIT, MODY 1 535 IR R 47 B 15 5 I 5 3% 0 b 2 B 5 1 1) (RO 4R RS 1T 00 (DA 1%~4% IR
p-R114W T8 58 25 0 il SRR 2 WU PR 8c 22, AT N GLP-1 24483077 &% DPP-4 #ifil5[13], f#iH GLP-
1 SZAREENFIG B 4l b GLP-1 2R 3E 5 SR BRI B 1RSI BE 5 11 cAMP T, mlReseid 5
HNF1a-MODY # HNF4a-MODY #HGH] ATP K JE TR, ARG & 2% 0 W IR IRE J5 Ik 14]. 8F
HNF4a-MODY [ 5535 5 J A 505 RS AH DG RO AN DR L I AORE Db 001X 8 I R EAT 5 RO 25

3. MODY2

MODY?2 H % % HE B GCK)IE K A 5 e . GCK E N & AL B3, 76 B M AN T4 i mp iR 42
EIFEARH: pANf . IR R -6 BERR AR AR, 1B R B 2R W B (AR BEVE Rl 4~10 mmol/L) [11];
P s A2006 5 F T, (RHERE IR & ORISR R A [15]: 246 T GCK R FHUE K 50%, RIN
SR B vl A 1 RS (R B v MU KT A B Ak R 23 ) S JHF AR SR A A kD, B 2851 R AR I« AR v of
BE(HbALC < 7.5%) [16]. GCK H:H R ThREGR K RAZ BA BERIGR T 406 7 RIERERXFBUKA
PEFTAE JUBE IR, T2 & F RIS RAN S E GCK Bls M P, 300 51 A A1 S S 10 5 R s 32
i, 4RIy MODY2 [17].MODY?2 882 [l R I N SN B2 | ARk e E 1wy B (5.5~8.0 mmol/L),
A AR p AR AT REREAT I R . A WFFiTEH, MODY?2 3 1UBE (b 20 2 (AT 46 s /K7
BHK[18], HbAlc BH KT 7.3%~7.5%[19], 1T GCK H {144 & S 28 S AR J 55 25700 P 80 267 4 )
B SR [20], FRIE GCK & M FEAR 5 200 R AR 208D, FMERE S A 38, AT 580 MODY -2 &3
A e IR, 2 S IR O i R 2 h IR 23 MR T A 3 4 v (S mmol/L), 7S I I i o A
MK MBAL[21], WREREE R “ =2 —/7 JER, SERRE R, FHJCH SRR, 208
W B I T L BRI

WBIT E, KT MODY2 B, R R 5 2R B T R BERE 25 AN A BRI MR EE HbAle, K%
Hondi RAR A ISR H MR, 1R IS M RO, A TR EHURE R A6 TT . AR MODY?2 @
WEA RMWAR, (AR ER IR RGO G N R, RS, 0 5E S EZET T1[22].
e S PR A T AE IR I RE B, EECRRAE AT IR 2T, MODY2 H it BT AR s e R ARRAE 75 B
PRAEARS A 1 B8R 2 BUBEIRSG, MODY WA KRR E S R EWINEMMEE: 1. 5 T2DM K ES:
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30%[f] HNF1o-MODY E# &I E/EME, ZiRi2 AR K T2DM; 2. RE 2 F405: MODY1 5
MODY3 KRB NHHATIE g MMThAEEIR, {H MODY1 W5 & 3Fi MRS, 3. WSS -
MODY3 & MiLif hs-CRP 7KV 2 Z KT T2DM, AI{ERNSEH T H . X5l MODY &3 (JUH Kk =5
R ABRERE. PUAR BV )R S AT B A B R, X BT BONIG AR AR AT S, 5 Bhia T R
ViR o

4. MODY3

MODY3 & ## L MODY WA 55%), FEHH HNFla FER R4 5L, HNFla 2R, FHEAE
JE b B S S, DR AE: S AR AU AR DGR Rl (R B R B . MM isEN): 5
HNF4a T8 IE SO N 2%,  AERR AR S D fe: s /N804 A b s 0did T i SGLT2 £ik).

FENRILHA T TR 300 RFH HNFla RAZ, HIBRAAE EELmIGERER . Hll: DNA &4
BRAR: PEERIGIETE R, RN RIERI(<25 %) [RABIFIRRZE: HrDheeRE, KWT
W AT AEIR 2 AT FL[23]. MODY3 B 2 R IN: &G m M (P IR IR FE T &), FF BRI
(FERLIRBERATE): BEATIE g A0 ThREREIR, (HIFARE RS T MODY1: RAR . [F— 5% b KA
W22 FETIE 20 4E, WIRE S RARGRIEThRE S B AN OC[24] . ST HATAERER T2DM HI9AT, BRI 1A
BHERIB KIS, 30%H) HNF1a-MODY G35 R AR, X AH15 5% & P T2DM (Familial Early-Onset
Type 2 Diabetes, F-YT2D)f) % 52 Wi A8 15 A, HNF1a E0% 1 5828 1 32 M35 T i C S 2E A (hs-
CRP)/K-V B RAR T FoAh SRR (W o 3, T R BT 3012 7 [25].

MODY3 fE A s WA, Hifn RFHE 51697 SR A AR, gk r)— 8697 77 £ 2 K
TR IR P 254 . IX K25 ELEVE T KATP J8IE, 020780 45 0 40 s i Lk DR (e 8 5
RIS o FEMS IR 25 I, DO Z5URR T R A ) LB BB i I I 222 o DR 17 Rt £ XU
WM IEE LA FIE 1/4 TRGAER, RS B i) BARIE SUZ 5 G & . 4K, GLP-1 52480
BRI E IK)TE MODY3 677 H 3 J 1% 8T 3. FAE AL S RE IR R A B 2 % GLP-1 %%
PO Jo R R B BRI B T cAMP JK-F, TR SR S A 7T 58I HNFla SREGAH G ATP ik
FETRE, B & 2 7 WA PR AR 5 W o S 51 SR IR AL P PR MR B SR, (B B R 241K T b
AR EE WD, GLP-1 SZ ARSI 0] R BN IR 2 254 (108 08 AR 3, I T it b e XU i3

5. MODYS5S

MODYS5 H i H A 2%~6% [26], S HIF4HE T 18 (hepatocyte nuclear factor 18, HNF18)5€748 5]
L, HNF18 & B = AN I R e S R 2 n il SR ARSI, S O S1 1) DNA 454 45 3 RN
C ¥ SOF A Kt . HNF1B 'S IE . fgeflt . Jifi s JHAN I IR iR A e bt o = R E R [27]. 8ife 2 1
B T BE R I HNF18 B[R B RAR, B2 Jefiufk 17q12 B/ 1.4mb SRS, X PpERICEFE T A
HNF1p8 2R, Getifh 17q12 R KR RIH R A S ARG AR R A SCES, &5 )LE B IE%H . MODYS
DA KA B RG RN KA E A R R [28]. HETCA A T 200 FA[EI HNF1S R RIE, XL RAR,
FEES SURAE . B X TR, BARAE . BN SRAE DA S AR TR R B E . BN A H ik R
PEB AL URE T, (H MODYS FHORRASA A2 H AR K AR IRRKI - MODYS &3 Ml R4, s
21 i B KT AR AT T =R /K T TR, MODYS SB35 % T EIRAMSIEAh, 2w TR RS, S8
HE P FIBE JR 955 (Renal Cyst and Diabetes, RCAD) IR ZEAE. BR T B3N, L4515 HERS (A0 5 85
MR B A E ANERFEE R . fEIX e, BRI NAE 45 % ZHTAT 2 R B AR I B
R, XA REFR EIET B E[13].
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MODYS5 &£ K HNF14 53 T8 g 4ifuThae st T vhie sk, HE RS =Hht. —&inmiEla R
W — HOOUN (25 U ), B TR S5 W B ThARE[29], 7E MODYS FIZRAS A rpr,  J %3 o W TR 25 24
VISR, TR AE 20 (1) B Bk 35 ZEIT iR i R R IR YT - bAh, ST I T B8 4R 2 s DR Gy 2
FORHE BN, DRI KN RIS TR, BT BRI R R

6. REERE

A MODY WERLHRA HARR € Im R AE 1, 12 WIATRYT MODY <82 5 PRSI A MR A B . x5
A MODY I REII G, FEh SR FR R, IWAKEIRAE, ARILH, 3 5RI S SR M BT 2
DU IN AN IZ . 25T 290 AR AR IR, AN BT R ) MODY &84, /INAIEARIHLE AR /N R
REARIS 254, 2 RIGE B 3K 20 Wb (4 R OBl IR I (K A A, RIS R e 2 O R & g AR Thde . SEZR L
FTRIER, AR —BRE MODY F WA 73T AL, TR 2 rhll KBTS AL AR AL i
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