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AoF

WoofR

(TR P R, T 315211)

WE A EZG(lamin)2 F RHREG FRERAN, £ 5 RAIRLR A AR 254 B0
THIEAN, 44 mieti ) % AR L5 R B ¥ LEAEROER. LFR, KEMTKN%H
HoA% A JE R 69 AR L R lamin A% A I B (LMNA) R Z 2 5| Ae— 2 5 6 5% 4, BP A% 4F /& 4 (lami-
nopathy). % LA LT B & @ FetZ 4 Bm ) X A AT A, A8 Tk TS B RO ERMH, &

KA B8 T R R
X5

AT 2 A Az A L ) 450 . ok
KIZEZ B AR IS T B8ORSk e . 30k [ b
AT XA T R R MR A R R A S5
Hv Thae KL L 20507 AT T RG24
R
1 RAREH
L1 ZARERSEWN

W% 25 )2 8 1 (lamin) 2t [A) £ 4 J8 VY b [R) £ 4
(intermediate filament, IF)&5 [ S K R 5, TR IS
P FEAE10~12 nm, /T4 22(7~10 nm) 51 (25 nm)
ZIA) o ek A R B ) AL S Ay, At
FAFAE T A AL WIFE (™. LaminfR 15 40 i 5T IF
B AR — AN T E o i LR ST (1) ol (1)
FEAR S5 M B(7] 73 A TAL 1B 2A. 2BILAAN B iE X
ALY, D120 L2334 8 42 D) F0 9 0] AN k™
HFAC & HB A B Ab, AT JLAN B2 X ) T HAIF
B REAECLT B LT 7R): 5 4k 3 ) 1) 41 B T E 2
FIAH L, frlaminff) ol g R FHIR 45 /4 81BIX 22 1 61
LIKEE, i H lamin ¥ Sk 84 Ah 40 f STIE A (A
B, RS H —MEoE s 538, o & & H kit
NANMAZ P 1K 51 A5 90 e A Bl i
AT — A PR RIS, lamin ] eI i X
I b5 LAt 2R 1Y ) B 1 mleAn h A AEAE Y. K2
Hlamin([3 1 L34 ) lamin CHllamin C,) )2 #4055
—NCAAXTELY, “CAAX” e W8 38 1 /K i AR A7 34
AR, FEE ORI AR TR, &5
— RV e R fElamin N IS AFAE S AT
15 2243 34 i yE 1 B U (mitogen-activated protein
kinase, MAPK) 47 4, ‘& IR FR /NG 227 34

IR ET4E; R2 2T )2 E ;24T )20, LMNAKE A

TR L 2T 2 8 2 SRAR IO AR 2R, [R] I A Bl A% B )
ZURC,
12 BRAREASE

W AE AL, SR AN L RUAE AN F], iFLBh )
4 i lamin ] LA2 A ATUFIBIY . Gl G T, TOF
MES PR R 7 AT B — B laminJiE (K] 1745 HE
BN P i e S8 B 70 A — S A2 lamin 5 5RT Y
ANBA lamindk [KIP7, A lamind?) i 14 5238 R LMNA
Yahd, LMNAKEDAL T 15 et kq21.1~21.3 BB, fid
PEmRNABY Y] A7 s A [F], XA] LU AR lamin gy 4y
lamin A. lamin A« lamin C. lamin C,”'. LMNA
R E 1208 B, 154081 57 57 4 AN-si Sk 38
DX R TR BR XA 56— 93, 2-6"5 40t 14 i
Tl % 1R o AR XK, 7-9-5 A Yl 4 i C- i 2 8 IX
B, AFEZE LS T X SO IF & 1 S DNA 45 &
[X . lamin CHlllamin AFNZR i [ 5661™ 2 5 1R bk Hit
FHIA], fE 2 Jolamin CHR K 640105 40 2 5 Fil 4
L, 125408 mhs R = LR 7 41, (HAEHCR
o AR 6N 2 L IRk . ATURZ 4T 2 B AT AA
(prelamin A) C K % 567-664 )5 (K184 Z JL i sk it —
ANRRIRI R ES S 1, A5 “CAAX B o lamin Ay ol
KT 105 A 72 tid (1) T A7 2 FE IR AR A, Hlamin A
FHEGR G T 302 IR TR 2, lamin Ay ofF7E T2
REPE. IEHW S ImAZ UL A 2, & lamin
Ao VA0 UAZ = BEAS Y Lamin Co/2 Wi ¥LEh Wk
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o-helical coiled-coil domain

Variable globular Variable globular
head domain | | tail domain
EE— A 1B 2A 2B ]
I Cytoplasmic intermediate filament

Flexible linker region

Variable globular
tail domain

. Additional heptad repeat
Variable globular
head domain(short) 1
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o-helical coiled-coil domain

Nuclear localization Immunoglobulin-
signal like domains

Lamin polypeptide
Bl YRt EFEERNRAEEANENES

Fig.1 Differences between structure of cytoplasmic intermediate filament proteins and nuclear lamins

REA0 W AE 9ol 5000 24 IR RE A By, A& lamin CHHE
A, MR i lamin C— R AN 5 CAAX R
J¥, A0 Ejlamin CAH EE il 2D R @ N s 11— 8 40 ool
TERFIRIX, 1 82 AR (1 46 1 - E & ié 1 41 (GNAE-
GR). Prelamin AfFCA I = “CAAX HLSE, “CAAX” S|
RAEFP IR “C CF e 2 TR i 1 JE AR R 7% g vk
JeFEAL, BEE“CAAX I H I “AAX i N 1) H 11 18
DIk 1X— I FRAR VT RE 2 42 8 £ 1 i Zmpste24(zinc
metalloproteinase Ste24)MIfk%HE N V) f(farnesylated
proteins converting enzyme 2, FACE2) 3L [7] 2 55 (1) 44
Ro “AAX"HVIBR G, BREE 135 )E 1 ez IRk A ot
P TR S 30 1 D 2 IR R i g FH O %6 7% Il (isopre-
nylcysteine carboxyl methyltransferase, ICMT) H 34k, .
“CAAX I P& i ffiprelamin A C AR Sty i K 1 B8 58,
ARG ENTENIE. f)a, prelamin AR5 1542
FEMR R (T FEVE e M 22 T R 4 Zmpste24 D B,
Jl M lamin AR ORI, LMNBIAILMNB2FER 4y
WAL T-5 Y i 44q23.3-q3 1.1 F1195 Yt fAp13.3 |
AIB# lamin ¥ 4 Flamin B1. B2. B3. LMNBITL
S5 POk F g fidlamin B1, LMNB27E19'5 YLt ik |-
Hifihlamin B2, 1X JL -7 A 7R 40 i h #8201
lamin B3 4 ilamin B2AE PRI £ BT (1) 40
1.3 ZAREBINEE

AT A0 F 2T Re e dE R 40 Az R IR, JF
WRALE SRR )28 5V 2 AR
MUTHBEAHOC, BFGAZ AL, AT, g0 HRfE T 4%
T BRI, ik oy BONIDNAfE &2 550, 4

1, Lamin AR5 A2 458 8 FAH HAEH, Wemerin,
NUP153. LAP2a. nesprins. actinfl4.1RM, i H.
lamin A5 emerin. 4.1RFlactindf: #% JJ5 Ab T 15 W 2% 45
o, X INIG T 40 R AR PENY . AR,
L BRI FNAZ B B30 2 5 40 I A A 5 200 % N e s 1)
519, Lamin 5 Ak 22§ 5 DR (0 A FH nJ 1 4 40 i 15
B AR T . AR laminn] DLIE ik 22 FRHL T Y
HMHAE =, Bl an 3 P E R e s K1 A4, A B
B IEM, s sk B A5, inLamin Afillamin
CrJ 3 ik RN A0 194 Ji5 R 411 it 84 £ A (retinoblastoma pro-
tein, pRb){f HIE 1T 32 40 i 4 ). Lamin A 5pRbAI
LAP2ajt il 1) 52 % 4 1 i 428 pRbAZ it 1) i i LA S E2F
AR L . B4R, lamin A 241 B AM5 5 16 10 Tl
LRI R M55 5 8 15 I 2 (extracellular signal regulated
kinase 1/2, ERK1/2) hzpRb{HE 45 G B 1 . BiS 1
ERK1/27 ¥k lamin A 5pRbI¥) & &%) i 42 3 T E2F
PGS, Bk 2 Ah, A 05T % Illamin AR 5
FOS# . SREBP14& . MEL18% H LM GCLEH
FEFRIE 2 G A 2 A e Dy e . BAYlamin U
OCT -6 1% 5k PRI U 42 w4y Y5 0 A1y € JF P 15 0%
P S, Sy Ah, laminid 7] §E I o £F A% 0 2 0 A
Gt 5T (1) 45 6 S 2H ok 4 e s B0, AT lamin
1) ke 2K 1S 2 5% W) 4 R A% FH B AR 4 1, 91 sl 2R AR
laminids B 41 M A% e A7 B FF EL IR 41 o 420 Bl
il o g F A FE e ; SRR B Y lamins# 18 8 #1148 TG 1)
AT #; 6k 2Klamin B/ A0 A H I RFEE 1 A R %
JE#?2, Lamin CHl 2K 5 4H JuDNAKE E 1 T B Al
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PR AT K, Rbii K 7 BIDNAKE MK R 1) 46 i
BEN A BT BRI, DO T ps 3Bk, S8k
A R T AHLRAT AR

2 ZAERR

Aok, KB AIE 9T 2% ] G i lamin ) i PR JG H
SELMNAKE K AT 25 51k — R A 95, RIZ LT =
Ji (laminopathy). LMNAZEAZ A 4y w] 3 Bk 2001
P MR B A 2R G Ak R A& As ., B
BE LR A IE S0, LMNAE TR R 7] 535 fr AT S5
ARV BURE R . R TR AR 20 40 28,
R 7R SR, Y B lamin L fz 2 65 T 42 B (7]
B 5 AT ) O O i B TR R AR i 3 B 9k
i AT It R BR A A% 2T R Y. LMINBIT A2 i Al
lamin BI85 I n] 5 SN K A1 e 00k B 1
N 158 97N R LMNB25E 45 0] #6805 K J=
JIg I AR B A 1) B SRR G i lamind £ HR 1
emerin 1] EMDSEAL 5| k2 P R L4800 I0r UL F= A
K it (Emery Dreifuss muscular dystrophy, EDMD).
% fihlamin4h £ 8% FIMANI[{ILEMD35% 7% n] 5 | i fif
WHE AT AR 4ifdlaming & 2 FINesprin 1[1]
SYNEIGRAZ W] 5 [k /M isi 355 K o Jwhtprelamin APy
D) G F)ZMPSTE2458 %2 15| &2 BRI 5 5k 9 70 5
22t (Hutchinson-Gilford progeria syndrome, HGPS)2*,
AT —BEAZ LT JZ i) S 0 2 R K AT J 2 B 1)

LRI IEBATIRR N 22 AL LT R SR B e

EDMD 55— R R BLKIZ 2T /29 . EDMDIF)
It ARG A 2 U0 R O 4 FH UL R 2, A B DAEAT
JUUPA) 2 46 A0 LD P A7 AN [ R B 1 A% 3 B
EFTAA T2, G EEDMDILMNAKE K 5825 47
MIR%Z, CARINY 40 Mo AR T2 R AL
REFE T EE IR ST R IR IR 3 4 LR SCRAR, Ay
Pty S AR N T BUR PP AT 28 11 1) 0 SRR, 1Xab
RA, pUATHEAN B, BRI AEAESE 12 4h BT
AR, KRZA0TE LMNAXERIHT 10 Mg+ B0,
EDMD) = B35t 4% 7 20 XIEBI(XL-EDMD)., ¥ 4t
0 & 4 P (AD-EDMD) I 2 F 33t {4 (AR-EDMD), 5
XL-EDMDAT 3¢ [f) F [ J2 EMD, % fidemerin, emerin
e — A5 AR laminAf TAE T A8 V) DI RERI 45 &
EH. Swidlamin A/CIHILMNAKEN 5278 5] L AD/AR-
EDMD"™", EDMD# K ILAA, HLMNARA 51K
S L DA ZH 23 1 S M e DR 3 A% 00 9 5 B L L
(Dilated cardiomyopathy, DCM)-55 Jiz iy B 178 2 A R
1B (limb girdle muscular dystrophy 1B, LGMDI1B)#f
AR RIN o

DCMUZ —Ffr LA Ji (2 0 3 R/ B A /0 33 K
O LS 4 Dy e BR AT R T2 SRR AE A O LT, & e 3
ot Jy g ) FE R K2 Y SERIY RO
i 1 116%~8% Lylamin A/CRAA SCHK, TMAEA 1%
G BT PR S R S Ak O UL B T iR 40%

Rl BARBIE
Table 1 Classification of laminopathy

[FRRNRTIES LEBSIRTH

Laminopathy type

Associated disease

Muscular dystrophy type

Autosomal dominant/recessive Emery Dreifuss muscular dystrophy(AD/AR-EDMD)

Emery Dreifuss muscular dystrophy-X linked(XL-EDMD)
Limb-girdle muscular dystrophy type 1B(LGMDI1B)
Dilated cardiomyopathy(DCM)

‘Heart-hand’ syndrome(HHS)

Abnormal distribution of adipose tissue type

Familial partial lipodystrophy 2(FPLD2)

Acquired partial lipodystrophy(APL)

Type A insulin resistance

Progeria type

Hutchinson-Gilford progeria syndrome(HGPS)

Atypical Werner syndrome(AWS)

Restrictive dermopathy(RD)
Mandibuloacral dysplasia type A(MADA)
Atypical Progeria syndrome

Neuropathy type

Charcot-Marie-Tooth disease type 2B1(CMT2B1)

Adult-autosomal dominant leukodystrophy(ADLD)

B [ 2% SCHR[12]

This table is reorganized from reference [12].
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Lamin A/CZ74% 5| FIDCMAE AT B I 2508 . 1
WL i Dy AL SRR AE R/ B0 R R . AR,
lamin A/CZAZ 5 [HE FIDCMTH & 8 22, Cosik A8
Az 2 E I HO S g P EPY, d Ak, B X DCM
KR MK Z T, O R MUT40LMNAKE PH 58
B FHEDCMIEAL T KRG H, 127001 BIh
AR AH 2 F 5 AR T lamin A/CHE A “FFIR 1) Rg
XY, VR SRR AT R 2980% s i LA, /DAL
NI X HRAR . HESR G Sl N R AR ZEPY . LGMDIB
R SR A LIE 240, AT YR R s v LA o
LGMD & 10 IE A 0] 23 52 2 5% ), AH X iy 100
AMEAEEDMDIHFEH UL ITLe4E, WF9E I LMNA
AR IS FRAS B A0 18 B4 S RIS 97
AR AFLO-TF- 255,

KT LMNATEAL 51 R I WUE FRAS R 595 1K 73 £
WA J UMM . 1558, LMNASEAZ A 52 Wiz e
Rr 51250, Yok 55 TEAN 1% B 48 0 2 11 &5 K B e kAl
K20 B W 25 8 5y 52 B IR . BRIt 2 A8, LMNASE
Az [ R EDMDH, n] SRR A% 1 R 1 L RS 5 3 S0
L LR AL I S Ml A0 Bk 2 R UE A 3R
WY, lamin 04 fi-f 58 55 A% B3 52 & 0 AH BLAE T
TH I A Uk ) A1 AR T R AR AT 5 B0E AN R 1 40
G SRS SPUMAE T, TS A B R
H 1iif, f4¥5MAPK. PRB. MyoD. WNTHITGF-B7E
PN T 22 2% 40 M B2 L IF 5K 5 LMINASE A 5 | i D18 5%
AN REAR B, HLMNAKE R 5848 512 (1) 0 JULIR 1F)
Jod BEAR BRILAE AT RE A5 54 S0 . [ JEMAPK
FK % FERK Flc-Jun N-7K Uit ## B (c-Jun N-terminal ki-
nase, JNK)J¢ i 3if A6 7] 5% Wi 4 il ] 15 5 1 217, 1k
LMNASKE K 5848 /I8 il 1 W ERK FIMAPK I AT 24 2 J
B AT IR AR O B R AL LR TR . N B
Dy fie B4k 5 H 24 1 mT 50 o0 U S5 10 90 KR 2% il /e o0
YKo JAIT WD T O JULET 4R A LMNASE K]
ARG Lo LR 2R AN T 5 (P e VA
A lamin 4y 7] 25 A48 A 51 0 JIE WMAPKAE 5 30E 18
ARG HE, AR, X ECHIT 535 B b 5 B S 6 V5 A 2t 1
LMNAKE K578 5 1ES 147 5 200 JUL5 1 2 2 2 2%
AR . ERKAS 5 J046 571 2 78 e R IR 56 OF A 7T R £E
LMNABLC U 383 ikl e, e — Rk,
lamin A/CH ¥ KA BEAEH 2 5 sl . At
FUARH, ik HE AR 1 A 53 DA 7 Nk 2. 54 /) B ABE 2R DU fis
PR, O3, % HE R U RIRNA R IA SR D

LMNAKE DR 5 A8 U o] 5w % 6 8 -, 75 B2k — D4R
TS LMNAKE R 5848 3 25 15 ke 7 G 14 JoT 1 K 1 4
o, Ge i T A 210 AR Ah T 3E— 2 5 i 5 IR 1 3Rk DA
Je K4 INDNA$ 4 () Ut R 2 IDNA 1 B 2,
o5 T RAL LT 2 LMNAJE R 5878 £ 51 AR
LR, JUIL XS e R 2R S5 JR 30 g 10 A Kt B
fit(familial partial lipodystrophy, FPLD)!"***35, FPLD
ST R OAR DAL, RN, R DY
WD L ZR Pyl 2K, L T A P JE B 28 IR A R
e Ty = 5 i R T A 5 REN. 3 3FPLD
FILMNABE R RAZ K 22 AP AE 5851 (i 1482 F1486 %
iy b, bR H 5 AEL. 7. 9. 10RN14ME T 1
(1 5EA%, 1M AE LMNAKE K 4t 2 [ lamin A/CIRIFFIR T
RE DX A% /0 X I(2-651 Wb 1) AT K 9 A8 . FPLD
FARAL R 3 ATRE AR R lamin A/CH K IE
T2 HOR oA B, (S A AN R DhRE X AT
HAHLGUR Ik, 8058 ] g5 R 8 B A4 T 2K
RUGR PR T, R BOH N R . R AEAELLAM
+ EIR5AE A M lamin ATl AN lamin C, $2
7~lamin AZA (R lamin CHEA)IHS 7 DIRE T BE 5 i%
W R A AR DGR, Jorh, ali & 9840 1 RS 2R A
MR, 51 3= B3 ) JF 4210 JR) 35 M 107 A
BERG LR G AR RS R PRI TR . VP 250K W, LMNA
5 DR HC At 11 52 At ] 5 35006 7 A AR e, T B
FINBUBE N FRAR FEA L B S8 [ FPLDAERE,
5L LF E e 2 AR AT, e LU
ENE T FERE MR e Ak PR ast AR,
FEAUZ I Z Ak, fHE AL ST EEE . /A
Wi, k. FRARRGE. i i, AR
RV A5 W5 TR, — MR R PR 575 — >4 S 1) 10 JUL
REE R HMAET Y, BFUER I, 80% LA HFTHGPS i
B 1qT IR LMNARE R (1) — AN S5 A7 U A % 1 IR
il 3 B #1(G608G; GGC—GGT)™, L 32t [A] R

Fiprelamin AJREE EDIBR 150 2 LRI . IX A
AT T Hprelamin A, 18 % FX A Progerin, Progerin
TP T“CAAX "Bi)7, etk e k. Progerinfit 2k
Zmpste24 i U147 55, 3 B CA 3 DX IAS BE B RE I,
PREA VL JE 21 B 2 F g, Progerin ) 4% 8% s i & A
BRI, BEMR R, LMNAFEDR AT 5 58
A7, WIT623S. G608S. R527C. RAT1. KS542%5 47 i
AR [ FF e 5| ICHGPS™! . HGPS i 3 FlIE 7 N 4T
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YA DRy 2 B 45 R s, ZProgerings B, 352
AN R SRR R AR AR o AHIX 2 AR AN i 10 B
RIA S H LHGPSEUR HLHIAF A A . T
Progerin ] " 5 5 i 2H £ (B M6 I H. T LUK gk 41
i gt on, AR R T ProgerinZ Bl . [F]FE, 1X
L6 MR 5 T 40 s TDNAS e R RE D, T
IXLEHR EFHGPS R A7 kK. IbAb, 70 NI AT 4 4
JH PN W% b IR 58 1) A TR T 3 S For 4 o, S s 2
RERE NG DL R A DNAT G 5 245 5 o2, X LRk
HGPSIF R ™. i/ S AR, Wl 48 i
f§Zmpste24k =, W VIR ICIEEATUIRR, 58 prelamin
AANBEIE 5 AR @ lamin A, [FFE 1] 5] & S5 HGPS
AHABLRPRE RS T BB K i & 5 AN [ iE (mandibulo-
acral dysplasia, MAD)&—F % WL (1) 5 e (A4 B kst
A9, o5 NI A H AR G AR AR T« B P 1] S5
HE. RWEE. Rk MR R ITES,
BN A AR L EAE ) — M. T LMNASEAE 5[ EEMAD
S AN 2 BRI 7 A B, T LR ARORH B
HREAE, WinTFHe. MgEiE iR, KR, 4
KRBIRGE, NS b —Phhnidis 2 my s
MILRERE IR AN L7 A IE(Werner syndrome, WS), )3V
WS 3= 22 h 2 i Rec Qi Jie il 1 Kl WRNTH 58 48 5 | i
(1, AH & A W50 R I FHLMNAKE RIASTP, R133L,
L140RFIE578V 5 4% Lt HRECQL23E [K] 58 4% 5 T 1)
WSHEIR ™ 5, R A FE SR MR AN 25 S AR (AW S

VUSRI 2 & s . Qe R fatE
0t A% 1 HEB L 25 45 %iE28Y (Charcot-Marie-Tooth type
2B1, CMT2B1), ‘& 33 Ay il 5 A8 R M AT i i, {H A4
2046 T TR E S B P BRI . CMT2BLZ
2B LMNAJE KIR298CHRAL 3 B B ME R A& I CMT
JSCN G 0 AR Sl 25 A 1 i BT SR AN K (adult-
onset autosomal dominant leukodystrophy, ADLD) /&
lamin BT 7R AL 2R 38 0 5 &2 (1), =& — A2 18
BEANEE RGP, FURR R MR 48 2R G000 FR 1)
iz Mt R

KT RLET 23 5 B A AT 1B P 3K — 4 i
FAAERE Z MU “BUBE )i, WA Alamin A/C
SEARIHGS T BEA 2B S 2 1R 45 R R e 1, Tl |
E A0 M IE T LA S WU A S R an LA ZH 23 k%
AEREAT IR R AR < HRERIRRIR R IA K, SRAR A
A lamin A DA A 2R e 0k L DAL 05 e 6, AU
HERERE R R T AR lamin & AR B AR &2 5 G

0 JBORVEL S 05 BRLF AR G, i iy i B 3 20 A% 41 )2
¢b& % M(emerin, nesprin. LBR. LAP. MANI).
LINCE G YI(SUN). ALE AP (Nupl53, Nup53).
¥ 5% Al F(SREBP1. MOK2. pRb. c-Fos. Oct-1).
5 {5 5 18 M A1 % 11 2 (1(PKCa.. PP1. PP2). DNA
B G0 U(H2A H2B. A —RAE. R (05
HE-DW AN, A — MR A A laminFE AL w]
S N 40 M D BE U 5 1 404k S, IX ARV R]
LA B lamin 5 A2 %F A [\ 20 2R 58 Wi AN [R]BY, 30 S A
WFFTR I, laminZih U2 b — SO P RE A7 7 15 7 R I
PEo WA laminE ik b8 H I A5 B Ik e A0 BN S0
Tfjlamin AB{lamin C3£ 1A N 1 7F F UL Ik B8
FUMR RS &5, B0 A BN S0 bt A7 R B BAY
lamin F {8 H AR A1 e 5 e 5 b o 5 IR,
et 7K B laminSZ 5 R P 8N B URR S ), TamingK
NG SIS i1 08 e I 2 S AN w4 1 DG T )
AL AT RS, B D H L he i e v () B A,

3 BRESERE

AZ AT 2 E AR R 5k — RE%R
R P, H AT CFF K S 7R IR R B0 bl
Hilo EARAZ LR 29 8 T W, (H i T 4u i % 2
J2 HE L BE DR AR | S ) L R AR, gk
U B AT 2 LR E . 1K S L
(IRTE 1 R VT Ay DL 975 (A TF S e 4t S % . HGPS
FIDCMAE Jy 4% 25 05 s WL P, IE 75 21 ok
)2 T . HGPSH A BEME 32 22 45 AU 4y
FHLH: lamin AZ 548 )32 2 3ERE, TITHGPST
KT A 22 MU 2 N s
HGPS & # 41 AR B BB, L35 20 8 (18 i 25 22,
DNARUIEZ . TILMNAFE R 58745 5 2 i DCM % H:
b 2 BIDCM LR I REBRAH AL, A5 T 4 Jie 5 o i
T, TS o 2%, b X LMNAJE R 58745 5 |5 (1THGPS
FIDCME) 7> F LB AT, 5635 T AT 2 AL L
WA, A IR A2 16 RUBT 25 R B AIE T 0T 1) R
1117 Bt 5 R A 22 A% 2T J2 995 10 R IR, FRAT TN LMINA K
DA I i R A PR 2 o B A T
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Nuclear Lamins and Laminopathies

Zheng Wei, Zeng Jing, Xu Jin*
(School of Medicine, Ningbo University, Ningbo 315211, China)

Abstract Nuclear lamins are type V intermediate filament proteins that polymerize to meshwork on the
inner aspect of the inner nuclear membrane. Long known to be essential for maintaining nuclear structure and play-
ing an important role during mitosis, research over the past dozen years has shown that mutations in genes encod-
ing nuclear lamins, particularly LMNA encoding the A-type lamins, cause a broad range of diverse diseases, often
referred to as laminopathies. To help readers understand the importance of lamin and also provide clues for the
treatment of laminopathies, this review summarize current state of knowledge about the functions of lamins and
pathogenic mechanisms underlying the laminopathies.
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