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% 1M1 52 25 5 2K [ (nuclear envelop spectrin repeat
proteins, Nesprins) i 7 [E &1 #r K %% Zhang %51 T
2001 F R T MBIV, AP A5
TR Nesprin-1 Fll Nesprin-2. J5K, fif
£ RIS %35 43 5 T 2005 41 2009 42K I 55 S0
AN 53 Nesprin-3 Fll Nesprin-423, 324 ik, 245t
PR R/ TIPS LN g S V) ey A NG o6 LBV A SR

W AMIRAH AT T e
1 Nesprins 4nf3EH

W L 30 ) Nesprins 2K Ji& £ 36 4 A Jl B4 -
Nesprin-1~4. 445 GenBank ¥k '5 . %

oAk e A v RN R W R L nesprin-2 5
nesprin-1 11 65%[FIYETES:  nesprin-1 B #5 K 1
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Table 1 The information of Nesprins’ encoding genes
% 1 Nesprins EEER

Nesprins G i HE A GenBank &% 5 FE DR E AL TR 2

Nesprin-1 Syne-1, Myne-1, ENA PTIN AB018339 6925 146 NMMEF, 145 M4BT, 516 kb
Nesprin-2 Syne-2, NUANCE AF038963 14q23.2 115 MMNET, 114 NNET, 373 kb
Nesprin-3 Syne-3 AK098471 14q32.13 17 AN4MEF, 16 NFMEF, 58.2 kb
Nesprin-4 Syne-4 BC038360 19q13.12 8 ANAMNET, TR T, 5.5kb
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2 Nesprins 2544

Nesprins £ A7 TAZNE, FEALEHELHE C i i
[X (Clarsicht, ANC-1 and Syne/Nesprin homology,
KASH). N S ¢4 & 50405 45 45 4 11 [R1 Yk 2 e 1 L
Bl 1145 45 458 (actin binding domain, ABD) & % % [fi]
2 AN M5 A 11 Ry 500 B BRI DX (spectrin
repeat, SR)*S([] 1), &R g5 R ] [m] Ay e

C il X n N M5 A T SE 751 N aiflshE A
(KASH) TEHCHIFE IR X (SR) 4547 18(ABD)
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Fig. 1 The structure of Nesprins
Bl 1 Nesprins £&5#4
SR I B () FINERL T 7, HEE W 7 ABD.

C ity KASH X ¥ Nesprins € A7 T-#% 00, H.
Nesprins .8 [A] [{] &5 #4) 72 ¢ 2 ZEAKEL T C o, N
U AT T S AMZIR I Nesprins 43515 4% SR
FURH IR B v ) 8 AR X 24 Nesprins [ 3 {4 8
g5, JLFA i SR AESE M AR, H %P 20 ) i FE AR
. SRS HEAREA . R RIHT
AR RFSE, MAE TV 2B R SR E )
wET, Bl /B MEEA o NShEE JUNE
it ML BE AT 4 AT Nesprins 2 fif
H— RS, SR XM 242, My (1P i 7
T TR IBE(C i) M BT A% BT (N i)

Nesprin-1 Il Nesprin-2 ¥J @67 T N . AMZJEE,
SrF R34 1014MDa A1 796 ku. T # H 46
ANEIZFHIALES, 74 4> SR, SR3 55 SRS JEHH
B, J5HH 18 NEEFAIAES, 56 4> SR
P L [RYR . Nesprin-1 55 Nesprin-2 [ SR X 13
b T Cui IF AN IR SRR I, RS F A
IETESE R, SRR R PED. Nesprin-3 & 47
TAMEME, AT Nesprin-1/2, ZiHE/N, 4315
FHAY 110 ku, IR M52 A =R 741 Honl 8 R ) 28
R4 Nesprin-3 H & JC ABD, i S
N i (1) ABD 5 HAHIEN.  nesprin-3 55 K 4 5 9 A

B, Nesprin-3o A1 Nesprin-3p2 5. Nesprin-4
TEF WGP, o3 TR 42ku, & 1 ALY
| )74, JG ABD. Nesprin-1/2/3 434ii) iz, 1H
Nesprin-4 AL F- 75 ih 1 5z 41 ),

3 Nesprins BT 8E

Nesprins [ 2l e iV 40 e A2 AR . 8
PEFAMZIRIE Nesprins 1247 — KIhfg: {740 My
ZEMME S, (U - Y isin. 31k
DL A T A% o [ s ROAR PR g g o o 3 = i o
PR FR G,

3.1 Nesprin-1

Nesprin-1 #&#5 BRI — M E A, L)
BEF 9T E RN . A5 Nesprin-2 [F)J5 FE#E mr,
ZH IR A .

A5 5390 FH 2t 5 DRI ORI i) 9050 i 21080 v 0k 3%
1 B B /N BLUVL 48 2 P Nesprin-1/2 1) KASH X,
KO A LA B Nesprin-1/2 1] KASH X 21t
PR S> WU TE Nesprin-1/2, IR 3 5 il #% 14
FATE, - HE B/ B Nesprin-1 1) KASH X H 31
i 28 UL TR 2 Sk Ak T R 56 4 JC VR ] o s i M e B
Nesprin-2 [] KASH X W iE%, {HK 4 Nesprin-1/2
BRI B AEA A S RIZET S, A4 Nesprin-1/2
(1) Ll e A7 AR50 53 A2 XS, S5 A s 9 I, m B
Nesprin-2 (¥ ABD 720/ Ui 46 2T 2 40 i F £ 5t
e Az B R AR TR0 PUER nesprin-2 BUKL i
I KAz A WE bR, R SIS R,
Nesprin-1/2 F %A L AEFFIZIE S DIRE.

i % /) B Nesprin-1 1] KASH X 8¢ SR, &1
LA BAZ e A R - R IR) )4k 5 2 B2
LRV nesprin-1 ¢ B I P B2 40 i, HAZAZE
KT I K52 J3 380, $275, Nesprin-1 38 ik 224k
LBl [ SN iz 2 N3 & Er 42,
TEWLBN L AR Mz )AL S8 ), A A~ 4l i
(R Bh J)4% 2,

Nesprin-la 55— %8 /N [1) Nesprin-1/2 V. 5 53 A7
TWE, 54 EEE A(amin A) & AJHEREE %=
(emerin)AHIEP.  HIF 5T K ILAE 4340 16 IR JIG T 41 Jfa
SIRNA "N nesprin-1 51 BRSS9 BT K
ST IR JIG T 40 L. Nesprin-1 o 38 75 34 in 41 g #%
K LA NIEER, Nesprin-1 1% 42 ity I I i i ) 5
SILAE VR IR 20 6 A A M 0 AN R ) A7 B )™z 27,
$E7R Nesprin-1 54 2 A K. Hoh, KEHTF
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FUUESE, 4 A% P IVLEN B 1 AR RO 180 S AE e A% 1) 45
¥4 5 TH R AFEAE @, 1] Nesprins 7EAZ4 . 2% L
DEAAZ L b A7 I, HEL8RZ X AT B Nesprins [
C Uiy KASH X E PR prik i), 2 8 Nesprins 7]
e 5 1% W LBN H 1 A H At R B A% P AR AR B
B HEIR Nesprin-1 fEAI A% N S ZHE A A
FHIE, THES SIRLT )i B e (i i 2.

F52 b, Nesprin-1/2 AMAEZNIE) & A H 4 5
JEAHIE, il i B ) RSB R I AR S
Mods. B9, RVE nesprin-1 4 EOULAN HL AT F B
S M b PR v K AR TOMR . B8 Nesprin-1 72 R 45 5
IREEE AR A v A FS 2, R, X e Bk
FARAR, I R B IS S BT, SR
Nesprin-1 7] G825 1) Jit A i 2R HE AR 2] 4 J5t 199 (142
B0, dbAh, ERFEEAR S Nesprin-1 3 4 X 3 ot
FAR MW R AR AR, T H, AR
Nesprin-2 72 5 4f Jfd v ] WL %2 2 5% 58 K et A 51 11
AR BEAR S5 R0, $27 Nesprin-1/2 5 5 iy /R He
KW, HAEW stz RAEEH.

UK I, SIRNA W N nesprin-1 J5, W B4
JRLAEER B AR o (R A ) g BEL L, 0 BT )
HRDERRD ARG 3R, AR IER R A 1
PTG A, $ER Nesprin-1 2 7] SEF . i
R0 3N A2 5 5 P O ) S PEL IR S
Nesprin-1/2 EHZ) R AR EE, T
. WU, 2250 MR b on] WA S g
HIERP, AL nesprin-1 1 nesprin-2 [F] N 55 B 11
AN, BRI SRR b AR B R A HA
I HAZIT RS B AG, S 47 SEEGUEW], Nesprin-2 5
IR BN R R i 2R A BT A P O AR I B RS B
T OO AN AR AT B . $E7R, Nesprin-1/2
W) A MRS Ok, B T
I,

3.2 Nesprin-2

Nesprin-2 5 Nesprin-1 %42 1140 J B 22 A1 A,
RRERERS AR 0 M 25 0% A7 22 5, DHRERARAHIL. T
SR, SIRNA il N nesprin-2, BAFEIE A H
OMRIT R AR H K 115, $7 Nesprin-2 1] g
TELTBIE Ot B v R AR .

3.3 Nesprin-3
Nesprin-3 JC ABD, #5 41 M 1 22 1) 3% 2 & 1)

FEEY:, S WRG B AL 5 T R 2R 4R 5
Ak, Nesprin-3 I35 ik #2850 A1 UL 48 B2 [ BPAG1
(bullous pemphigoid antigen 1)1 MACF (microtubule-
actin cross-linking factor) 3 B4 >, SLEGUE I,
Nesprin-3 fEAZIT R 5 WA R AEAERS,  H. Nesprin-3
BRIRIN, 78 5 g P (R AR 2 TT T AR A 194 5 A 37
IR RS2 2% v 38 R DUAZ AT B BS54 39, Nesprin-3
S 53k /) Bl ST 6 3 W] 2 R SRR AR TP Neesprin-3 3% 2
WIS EE 1 TR R, AR RS MBS AR T
RAE R IE D Be R HE BT 755, il Nesprin-3
TERZAT RS R, AR5 A A A B 7 T
MPERFAES. KA ARG AR,
WSS Nesprin-3 G298 59 T M ut% 5 A 274t 2
IR AR, 20 B0 n] LA & b (Rl 2T 4E RSN £ 1 2T
HEfIE &R, (A28 Nesprin-1/2 ¥ L3 & A5 41
A% AH 3, DL fR KR AN O B 1 S PR
Nesprin-1/2/4 7E4% € 7 J7 1 i WLz & E e &
HEEBMWMER, A2, Nesprin-3 £t /5 1
IVEF AR, FURAEN BT AR 0 4 k% I DR+
Hoopsepg,

3.4 Nesprin-4

Nesprin-4 (1) iy GE A WA, - (H HL 3 i (1) 3K
HEA 1 SHCENIEAE, $E kg iz e
A7 TR ™. Nesprin-4 il ik 59K A1 111
)42 25 G W N 5 B AHER. BB R, WiFL3)
W) Nesprin-4 5 WKE i R BEAH TAEH, nesprin-4
TEW A A B L, B9 T iR E T
D ee Wt 5 (0 M B2, {H 75 HeLa Ji 40 Jfa v WL %2 21,
Nesprin-4 #4398 3)) i [ 3R 4 A% 4 I 155 2 40 A%
T8 B rh O AR BB I AR, SR B nesprin-4 [Nk
5 G MR e O AR g R R 80 A0 k1) 6
A B 1,

2244 Nesprins [FERRAL B0 28 X AH
NI fig 2 AT B EE 0 g0 (R 2. K 2). mL
Nesprin-1/2 540 & 4R A8 B #0EH:,
Nesprin-3/4 Jj [ #2i%#; Nesprin-1 5 Nesprin-2
SRIEEIBALA E A F], AR T4 () 1) 40
B, MO REAIL; Nesprin-3 A2l b3 H i — 5 )
M AHIERI MR Nesprin-1/2/3/4 Y9 5508 %,
HAAZT R RIEEZAE; % Nesprins W24 541
MUAZ s SR AR 5 7R AR (R 6 R A AR AL
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Table 2 The connection and function of Nesprins
%% 2 Nesprins EZERIIEE

Nesprins JEE SRR AL B4 ML R B Ak AR T i BN
Nesprin-1 EEEE: 1. RN E A LIBhES 3. Rk, dehifk, N 1 gl e, ERHRER, Bt [18,21-25]
2. BATEEA A 2. |4 M, HhL 2. Yett R AL, AT 2R [8,26-28]
3. KEEA -2 3. 4. REAE, SRk, R 3. RIS [8,29-31]
4. HHEA, 4. JIRYES 4 W%TR, A AR R T [32-34]
B 1 S
Nesprin-2 FiHzE#: 1. RWBEH, LUBEA LM 1. 4% e r, 4EFF R, [17-20]
Meckelin 2 [ IS, AEBIL
2. LR EA A 2. i) £z 2. Yt RE AL, WA 2R (8, 26]
3.UKENEE -1, B EE, 3R 3. RS, ook, 30 RD s, A AR T [20, 33-35]
B 1 S R S FAIRUN
Nesprin-3 [#EEHE: 1. MikHED 1. R 22 1AR 02 41 M i [2, 6,34,
2. BPAG1, MACF 2. i 2. BT, A 37-38]
Nesprin-4 [AE:%EE: 1. KB -1 1. L. O, R AR 1. IR, 4 AR v ~r [3,13,15]
RFNEHE CHRI9). TP EATIEBBAL . B M B R I RE P S AN .. BPAGL: KIE IR PR 15 MACF: & LhE

F A T

IR %ﬁi
k WshEH """Dﬁi l‘“ t _f‘H_.:Ncspnn-l/Z
% 232 *ilﬁg "T;&”:Q‘:' ""‘H_ : Nesprin-3
iia 'v : Nesprin-4
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Fig. 2 The connection and function of Nesprins
Bl 2 Nesprins HiERE & INEE
BPAG1: KHPEZERADIEHUR 1; MACF: TENE) & AR 7

4 Nesprins tHX&SH

W WG Z 4T )2 8 . Nesprins FHER B
715, HARH—HNREIN, SRT)=EN
i (laminopathies) ™. H & 51 1) 2 B R i 5
Nesprin-1/2/4 #15¢. 738 UWIH:

4.1 Nesprin-1

A A/C 1) Imna FEPAZ 5 0] SO0 E R
LRI . AR, G (AR B AE lmna 22 5 0]
FHEZMEOMLE T REG RMONE. —D
nesprin-la ) R374H 45 LSRN, IRIREKIN A
K AL L P AL T BE AT, H R AT 4 4 e i
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nesprin-la FUZEF 28 I RE W &, AR/ BRI
REMEIE. $27R nesprin-1 WAL 5 0] G 5 4% ‘T [ i
7 gk B0 LW AT R B S AT 5 AR IR
Nesprin-1 F1 L5 8 A 1) 24k 72& 5 16 Imna #BR
(Imna™) 2845 PR /N BT 5K B0 UV h o> A e, &5
RKRI,  lmna” CHURER) /N LU L A2 B 2
BAZ, Nesprin-1 21, A0 M0RZFIB 4850 A AN 385,
i) LINC 3 (41 i% 5 B S B i s g i 17
LoV AT UE BRI AR E VI 2 B A% 20T
S A% AV E 1 R TE N 3 A AR A 7R e s R
1S5 K4 IR B IR 2 B Imna™ O WUE R AERL 55
SR NATRIR 14923 1RHE AR S 2 B0 A R A O
ERERE, MR ERS nesprin-2 FERNRALAH
KFIE— T 9T,

EE PRI synel 2855 /MG HEE K
W1 T e (R Bk N i S 5F 2R 1 (autosomal
recessive cerebellar ataxia type 1, ARCAL). i K&
A R 2218 1A 3R e 2R /AN o L 35 % R P A A
13, PHEAR, 3T B SRS ER A S IR
BREMACEIE B R, N nesprin-1 22 55 [ I
SRR P A, HEMMRIAR /NI 4548 T 250,

EDMD %4 1l (Emery-Dreifuss L 78 A K %5
B — AR RGN, Ja WA A S
B, JERPECAHICOMEGRIG,  FZEA Y 5Kk ALV
AL FBHAF® S lamin A R emerin 28 57 43 79 7] EL
W e 4k EDMD £ 5 IR AT X 8] EDMD 25 &
fiE . 9% & L 4> EDMD 2 % laminA~ C I
emerin FERIEH, Y78 nesprin 55 o AD I DAL 74,
A[E EDMD & A4:B4-4. EDMD & (1% 2T 4 41 g
[i] I £ 47 Nesprin-1/2 & I& N, ZIEE R,
Nesprins. Emerin F1 Lamin — 35 27 45 1% HAH B AF
RN, B syne JEK S EDMD (5514 4
I3 (1) AT 4 40 B AT VLR 4 B (%) Emerin AT Lamin
RAENE R, BB AT K TE syne
BE R 5¢ 42 1) EDMD & 3 40 i H siRNA R ik
nesprin-1/2 N32iL, WMEFHEA RIZES7E, [H
[ 3 LaminA/C LaminB & Emerin [ 7 45 1547,
$E7N Nesprin-1/2 5 17 BR 18 25 F1 A% 41 )2 & 1 AH B4R
P R AR 3 80U i i wT 51 %K EDMD,
XA T laminA~ C F emerin %5 R 5842 1] Lamin
%[41,48]'

SERMEZ R MG T ZE 4 4iE (autosomal recessive
arthrogryposis multiplex congenita, AR AMC) & —

AL R 3 Sy AR AL R I LA B 24K
TR EOVRFIE I ZE G AES. BT s, B A
nesprin-1 W& 1 136 5481 137 BEH ALK IR 55
AG EBAL KRR, FENG TR, BT
FHPE IR AT & b, #{¥ Nesprin-1 (1] C % KASH it
REOFTEL. PR nesprin-1 55 AMC KA K.

YA T 78 Nesprin-1 1 Nesprin-2 45 543 51
545 H e MFLIRE A BY, Nesprin-1 2 &MY
12 221 O L9 =y A AH B2,

4.2 Nesprin-2

Hutchinson-Gilford . 2 £§ & fi. (Hutchinson-
Gilford progeria syndrome, HGPS) 1] 5% i 4x & £ /N2
21, ML EE N A/C 1 SI43F IR A ]S,
A7 2A A laminA 35 N2 5+ HGPS i N (R RCET 4 4
A &I, Nesprin-2 AJHEPTAN fuAZ AR TS, A% L
Nesprin-2 ] &%, HGPS 41 MoA% AL AN G (0 {4 2
P i B AN B 2 5. 3R Nesprin-2 75 A% i m] 45 41
HGPS lamin A/C ZZ 5t R IIARM GE M, HAEREE
A FH.

Meckel-Gruber £ 45 i (MKS) /& — Ff 7™ 5 (¥ 7
Pt ARBA RIS AR, 28O A LR T = A
MEREHRIEE REAR, TE2ER4 M
WG £F B R0 BE AR 1 B R 58 AR L 4 B MIKS3 (1)
mechkelin 38 5L B G A L /IMA R 11K MKST 3
DR SP-7 Sy (o 5 A2 ™9, S o, MIKS g A\ 4 Jifd o
H I Nesprin-2 5555 A7 LA S A O AR 5 40 g #% (1 25
A /NS, TR LT R R AR R R Al AR AL H Nesprin-2
WLBh & FER R 5 Mecklin B I SLE 7. 5T
P mecklin W2 IK, 25T 2 Nesprin-2 L5 F &
PR E AT A% WHE AT B R A FE 41 i
WAk, Nesprin-2 5 MKS % JJHH%.

4.3 Nesprin-4

BOH T SU R I, syne4 c228del AT #4462 A~
HEAT MRS E B K RSN, RN AR DA E,
Nesprin-4 F1 Sunl #ft 2K /> BRI R e 2% 4706 41 i (1) A%
SENL R AT, A RBH R AR,

5 REE5RE

ASCIAIETT Nesprins [FIFFURKES 5 a2
G, g T AR DhRE S AR I Iy T ST
HERE. WES 2, Nesprins 45 A R 3 PR 4 5 1 DY >
WS, A TR, EEN SR, S 59
Mz 5 M A8 A BT - ) is i sl it
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S QO FTES . B R AT [ AR
PR AR, IR S 5 2 P 4T )2 R Al
K, Ham sz B F AT EA.

HuEr, FRT4F, AMIXF Nesprins [N ISR
WA, #Fln: a. REZWFITER, Nesprins I
SER it B R df i 2% 1o 5, BT AR
BURRAI R =, DA, AR 2 /NI R R R
FRAHFAEME—. AT RIPEAL, o] R A
200 5 11 PR ot B 35 DRI AR 2> — 3508 0 e i A TR 3R 2 1
Y, PrLL, AHSCHE AR g5 R T e IR+ 4
i+ AI%E. b. 1M Nesprins )45 44 H & HF57 HTh
REA IR KR BRPE, LT RE 2 FE I (1) S B 5 i ok
S FEH 3 e B ik 5 ik, LAt Nesprins A7 7E %
TEMMBEIR AL sVEE . WOBMIWT S ILThRE, R4
EYE. STARRAE, AEEDIRT / Bl 1 B8 4 4 3L
A BEIR AT, ¢ 124, WFRUEA R E SURAE
JIpy, DA Nesprins i 7 TAZ MR, ToBEH R DIRE)
2[RI IRAE G0N, AEO0) 148 (R AH B A G
Wi AT 22 K, WS 22 TR AT A 2
WK% . d. Nesprins &5 MBI, (HIHARILIE
U DU o S PO s S = e R (VL e =
B ERFRIL. R EARAK A TR A E
SRS DD RE R SERE AN AT S, H AT T
ENBEREX A . i RIS 1 -TAG I
Co-IP 4, DNAEJAL. ik, B0 B vt
1, A2 Nesprin-1 5¢ 2 ) ORF (26391 bp) i [ it
SRAH Y R e, 11 AN e o L AR Ak 25 AT AH G
SR T, ST DU B, SRR AK
M. ARELZ B AR N LA A
(endogeneous epitope tagging), 1 2 7E H & i &)1
FRIK, wTOk Bk Rk T S UGB T, 0
1B B FLR W BT () HAEAK . % T Nesprins % £
i %, S5 - &Y os s itk s, LI
SEEAEARPEII I 5 RTERAIEAE A AH AL P 45
7N M NI Nesprins 2 5 40 g ¥ 7 35 . O 2K
WA )y B RGP R AR A A 4 BT I A A
e. Nesprin-3 7E40 M Th R FE R FEEZAEH, (HG
WIE I 590 AH G, A RF R AESE. £, Nesprins
ALK N A% A 3 B0 M, P T AN A
ML, AR 0 R AR AL D, AR R AR
RIRIAATE. g BAWFFUIESE Nesprin-1/2 5 Z Ff
DO WLARIBH AR VA, HfE, K
AT Nesprins DIREFIHLER, K A O R H . E0AE
WTETT RGBT BRAE 4538 5 B i P B0 5 (1 BT

SRR 0 T BRI T H0A.
s % %
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Abstract

The nuclear envelope spectrin repeat proteins (Nesprins), connecting the nucleus with many kinds of

cytoskeleton and/or organelles, play important roles in nucleus and cytoskeleton positioning, power and material

transporting between nucleus and cytoplasm, nuclear envelope constructing, cell migrating, anchoring and

polarizing. Their discoveries, encoding genes, structural characters, functions and related diseases were

summarized in this review, and their further research pulses are also prospected meanwhile.
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