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Advances in structure and function of selenoprotein N
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Abstract: Selenoprotein N (SelN) is a kind of selenoprotein discovered by Lescure in 1999. It is widely expressed
on the surface of endoplasmic reticulum. SEPN/ gene mutations can cause a variety of genetic neuromuscular
diseases, including muscle weakness, muscle atrophy, spinal rigidity and respiratory insufficiency. The present study
found that SeIN is required for maintaining the body oxidation-reduction levels, affecting muscle formation and
regulation of calcium homeostasis and other important biological effects. In this paper, progress on the structural
properties and biological functions of selenoprotein N, and its relationship with major diseases are reviewed and

prospected.
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AR L TR, B E AT YRR —Fh
METGER. BRI, = 5 2 M R A K
FEEEVIAT, s MBI AL « T B3 2 G
HORBR I BE XL JRE S U9 Al 78 o py DA i R
T 2B AR LR (selenocysteine, Sec) £ ik,
fili 5 (selenoprotein), i i Al & 1 A 5 H A
hee . HEl, EAKCERI 25 FMiEE, 1
45 e H K i 4 L ) B (glutathione peroxidases,
GPxs). fiii ik & &8 J5 B (thioredoxin reductases,
TrxRs). Hifilt i (deiodinases, DIOs) DA Kz — 26 Ay
wE, WAiEH P, MIEA N, iR A S, MiEH
W R & A K 2 7 il 55 1k 8 £ Fh 2R BRD
TREE R, FETRPT O MR . TR RGEIIRE

MEZRRE . HRAREE 25 )5 TH R 5 2 M AE W2 Thise s
BT, EASH. W5 DRt U sE £ ACHE
GPxs. DIOs Al TrxRs %5 J |l 11

fifi 2 1 N (selenoprotein N, SeIN) H1 SEPNI J&
K wfid, 72 HArME—mE ), ReBE s NFiiE
PRI R A P SEPNIT R K945 R g i 21
PR AE 99 , GiMR 9 SEPNI WL (SEPNI-related
myopathy, SEPNI-RM), FE 4 Fi AR KA : 1 H
PE B FE LA 28 4 E (rigid spine muscular dystrophy,
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RSMDI). ZM/Nili#s9p (multiminicore disease, MmD).
& AR JULIE) 26 2 AH 5 UL (mallory body-like
desmin-related myopathy, MB-DRM) F15k K P4 AL 4T 4
KA (myopathy with congenital fiber type disproportion,
CFTD). SEPNI A8V K905 41 HA 4 5 LA 25 4
WL TG 77, PAB R LR G 23 J0 A S, W EUR A
SREL, FEEFE A HIEAANE ., PR R 2SS
RECDR U ARk, Bl X SEPNT Kk IR 58 A% it £
PRI TR, Hai 548 Daeth H &5z 3
Kt

1 SeINHYZEHI R 537

SelN /& 1999 4£  Lescure &5 "l i A= #015 E
OTE TN IR B — AN A 2. A28 SEPNI Jk
RT3 Gt fk 1p35-p36, FE[RI4K 1 770 bp, 13
TI3ASNE T, W E R AT 10 S5
AR iU N 2K SEPNT E R85 = 40 2 F 8 TAX
FAET RESEEWIH Alu P58, #2885 U1 A
gAY, HA e R ZRIE, MK
R ARIAR], JF RS =AM A 5 —
AMHE N UGA %151, #R AN & %1, R
K e e S AR AE 2R (/KPS R GE Y SEPNT 3R
RS ) SeIN 5 590 N Bk AL, AHX 4 1 i
AT x 10% T2 BT 5P 4 ANFEEAT AT,
N i (R0 A0 7 i 3 e il b B 10 7 9l A s
WA, SelN FAIHHETE 1 A Ca™' 45447 45 EF
FIIGE R 8 A PXXP KR4 B 1) i 2 i ik 2
— [F A SH3 Z5kysadt AT B A BLAE U AR
HiE Ji7 g /2 — Fi NADPH K 1) £ &% FAD &5 #4) 35
a3 N i E o R A % 8 B e A R I SR <
FHHEEH. TrxR 1) C oAy — BARH HZ RS
FF3] GCUG, b U R ", Sec AT
CLAN At B4 1R 35 PR 30 0L 25 D) B2 ik, X6 TrxR (135
PERCNE 2L, T SeIN HARAC - i IR v% s & SCUG
AR —#8 5y, 5 TrxR o GCUG #BERZRAL, A
NZ: Y SelN AL SRR . SRTAT, 7E SeIN Hi Jf:
%A %3 FAD F1 NADPH 45 & 3%, Il 35 g v%
A REARHR T oAl T P

SeIN J& —Fh )"z Fak T+ A JoT DX JI6E 3 1T 1Y) 5 i
e, HON i 4R, C S S HED A I P A7
MALT WA I, =& —Fh N B R E
SeIN X RV B A B m R 7, BRI sIA T &
FIBT N i, AL — USRS BB A — B K
ﬁ%@&é [15,19]0

ENPRH, SelN 76 % A it ik, HE
kR A, SelN 7R i LA R IL, WA
ALY rp R IEARS AR 1Y 5 7480 5 A S 4 it Hp
W%, WLFAERA AL EELR B 5 7R L EESH A R UL
o R RIA R TR U fE/NEP, SelN
FERETHREE LR, THENT REHI P,
2 HY)FINEE
2.1 SeIN7E& BEALF AL A ROYE B

BRI B T A2 B 7 35 T E A LA 400 e A
1T, MAHELUR AR, WU R0 T s,
B BN T LA 2R 4R 2 1), Castets 25 % B 5%
KI, AE SEPNI il /N A, M T ARSI 24,
T4% 1 B UL A o JUL T2 4 i B B AL PR PRI
Wk e 5t SEPNT fi B /I B 8% LR AT — a3, &
B LR AR e 4z 0k, 6 IR 4L /N BRI 45 455 45 21
&5 . 1£ SEPNI-RM HEWIPERH A F R, AL
TP P e AR TR R L At P 4 £ 4 2
i, I ELFE 5 4 R4 1 KL T2 22 40 508 P 5 o
i, 7E 35 % DL b B LIRS R 4 2R AR e 8 G
S/ T RGN Y, XK L], RS
PILAIZH 23 rr, SeIN 1 45 UL T2 40 it f 38 5 5 44k
XA 45 AL PR 2 R ) i A 3 E R

AER, TEAF BB s SelN i LA A
KRB WA IS T — 2 a R . Jurynec 2 &Y
WEFC I, SEPNI S % R BE 1 £ H L4415 2H 2RI IR
4 By L PR 45 0 B P SR ()R A RIS, R VLA 4
AR A B, S A2 A rR LR 3R DR ek A 12,
{H /&, Rederstorff 25 P §f 5% % W, SEPNI Ff 5 /)
B 5 o0 IR LN BROA EL, S UL AT %) 4 43 4 ) A A B
ThEEIBAT P 0 B KA, X AT RE S R e
LRI A B RN A A7 IR AN [F A G 3 4h, Moulin 1
Ferreiro ®" 8, SEPNI 3[R # /N R AL E 2 5
BN N IS B0 52 SR B R
2.2 SeINHYILELINEE

JUFATA 1l B A #8558 E R 8, AR
o P G RR TR IE AL T AT L, R AR
LA R 5 AL, SeIN B i 0 N LA P a AL o g B

Arbogast 25 P i 57 K B, SEPNI %A% (i34 1
WL SEPNT i Ik () 47 24 40 i i S8 A AP
PR E AR . F A AL SR SEPNT
R I R AT A, ANRAET S R BT R, KRR
Bk SEPNI (1) BT 4 48 B oot i 48 4 0155 5 1) S8 AL B
WO UK. FRE, AR R B, REER SEPNI ()
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RS, 4. Al AR FINGE A KX I RERIWT FEHE 771

JSCET 24 4 okt A S I ) R T e e FH e A Ak 7
N- L I B gk AT TRAL B 19 4

W 5T 9 45 4k 38 JiR E5 1 1 (ER oxidoreductin 1,
ERO1) =& N i W v 32 S 1) 8 1 b s A iy, (e qd
W5 MR HLO, 24l 5 2T ER 4 AL B . Marino
& PRI FE R SelN 78 ER Ji pa] o — il i Sl
{&¥" ER %52 ERO1 53 i Ak #ifs, SEPNI &
1L7KF-5 EROL /KF HA M A . X LR 7T # R
SeIN Z 5 4EHF 1k A S ALIE P16 .

2.3 SeINE 5 AEFRSHYIEE

B RSN 4 FE LR 2 2 I i AR PR DD e R 4% B L
YEF . Arbogast 25 PO BF 5t KRB, FEERZ SelN [ A
FE T, BRI Ca¥ WRET A, R, 2K
o Ca™ AR5 S 1 Ca®t B .

WL J5 % Ca®*-ATP i (sarco endoplasmic reticulum
calcium adenosine triphosphatase, SERCA) & — fft )
JRAB AR [, X M3 i R Ca™ A w58
A, EATE RN Ca¥ IR, X - Wi
F I P R B AR B {E . Marino 28 PP UK
I, SEPNI-RM H2 UL 42T Re b g (1 72 FE B ke
T H M Ca™ IR, 78S Ak T N,
SEPNI 84038 JF 35 1 sk R4 T SERCA [R5 1,
AN WS D Ay - e R IDAL ) s L 2 2R IE
Win s, JF A€ SEPNI KA I HE /& SERCA2
WA, SERCA2a F #E Rk T8 B ULIE WL LR 4E A0
Il s SERCA2b |z ik T &4, J&— T 55k
B, TES54EFFARE5FA. SEPNI %} SERCA2a
A SERCA2b #§ A i 42 4F Fl, {H R H SERCA2a it
R SR B B LA R R 2 Y, 7R
LH, SERCA 18 V4% % A - WS4 R 5 L Y
i Ca™ [f1HE N, SERCA WEMEARE 5 FHILE F=A
K. =2Jel 32 /& (ryanodine receptor, RyR), —Fi Al
FW Ca™ BRJFOEIE, X 4 FEAm I P 45 716 b = A
Fi. Arbogast %5 " 4§ i, SEPNI W] i@ itk 5 UL A
Ca’" BeUmiEAH AR, ff RyR &k, MG 5l
FWh Ca™ [{REIR . SEPNI it 4> 55 SERCA 1
RyR 1 T A SR i — AN B B 43 o I
Gb, WEFRIAE B BNURAEAE I, 853885 5 W
W3 SR D BE I T AN AT D B, SEPNT 5t
i 3 UM B IR B S R S R LA e R A ) 2
R P,

3 SeINRESHXAER
HEi Mk, BF50% 3 RSMDI. MmD. MB-DRM

A1 CFTD (R4 547 F e tatk 1p35-36 [f] SEPNI 58
A FE S U DLE 4 R0 e PR R AR AR AL,
FEX GAE T LU FAFFIEA R . RSMDI1 E& L
WL LUER W LA 4E R F 2 Revesghn, 223030
A A 4 2E . MB-DRM 3518 AT 45
B, MRALAHIERARINE, RN
oF 4 A0 R0 fig B AR 1, H O BLVE 20 W BE B B
CFTD B# WA i A Yot i8R, 18 LEF 4
HEESRNEFYEAH L 465, 4IMi% 5% B
#hn BY. MmD g2 LA A U A R LY £
o, At or e R R P Har, Xt
SEPNI-RM i Je 35, R ILPA S 1E RO 1) R B
AL, TR RGBT R IVE RS
R A a6 25 B, FH N- 202 b = B 47 s 1k
T AT E 254 ia 7 i B @ i ik s
2 ERO1 [H3& LSk 97 SEPNI AH < Uw, 2 —
ANEAT 2GR TT T k. Ak, E SelN (IR IA
A B8 R — BT IR T S BE, SR SRIRYT SEPNI
MUV S 7RI i B

4 NG

SeIN 7EfE HEWL A2 A LAt i
RS EAS K T A MIIER . Ik,
KT SelN A=) 24 ThRe fl SEPNT K2Rk = 5 30k %
WUR I 7L RIS T —E R, H2F V2 8
TIFRERTT, i SelN B Aff 1) A2 76 14 DA B 5 Lk =
FHICI E D BEGRIA o SelN 78 R HE 1 F B () B
T s SeIN 7E4H i Fr & 35 1) N TE BAME RIPE T
WEFL SelN 5 MRy ae, R0 HAE N R AL 6 ig 3l
F I B vE AR AL, AR ar R B A
B, WA 5 L SR R A 5% 50
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