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a2 HE= FEM AL T BRFR 1TIERSS

RERE 1 ERRZFE—EK ERXEFE—ERR FEED,HIE JLHBRIEE

TN EAREITRRENEFRARIGKRS 5 FRAEINGIAR, BIANREBCTRLZERRLLT 4 RIET
PHTERMMERTR (CMD ) STAFNEEEMALNIZETEELRIEE XA E, BUAFRE2ETD
SALIE EERRAZSHD CMD AIIAR. ARERZ-REMBALHE, EEFLRETKE CMD HBRER
ik THEMRE, SELERLRUNERTRIRFRER, EERF LEXRERE FCMD, EIREXERE™
VEARANEMFHEITRANHAR. IRILESEHRIIARSEASS2TRRNSZERZERA,
HIEFCIEAR-REE-5 FRIZ-BEEIDERE, FAGHESEREETRAIR

)

a2 HE= FEM AL TrEfI ER® 1TIERSS
W 2 ERKREFE—ERR ERXEFE—ERR FREND x
AT M 2012 FRBEE5RBARRBENEFARNIGR. BEFZ5D FRAIGISHEXHAR, LHELAMA2-
A A #
_ MD, LMNA-MD FL&HIGRK, BEEFHRERENGELEET THEIAR. ANSE5RRUNEFTR
DAL

BREIZIC, fE. SO IETIEE,

e£ Hi& FERL AL TFEfI ER®R 1TEERSS




BEZ 3 ERXREFE—ERR ERXREFE—ERR FEE)D 7z
M 2003 FFIENEHEAREERRIBZHAIGRAIIARIE, SFHTIANEBESSRIZSME+
SALIE PIZEEA, WILEMZAAR, EERERIZEFRIRK, i TERUENEFFARND FRIZISHL
Tk A2, RRART DMD BALMR, RETRERENEFARNIGAAIIMR, MHEBIIEKRZYINIE
R#t T RIFMHR IR IE A KIE.
H"a H& FER AL TrEMI BRFR 1TIUERSS
MEE 4 ERREZFE—ER ERREFE—ERR g EEEID 7z
M 2010 FFFIEHEITHZMNERFRIZZHMNIERAR LI, SFHITINANEERZRIZISEHE T,
iﬂiﬁ%ﬁ‘] BENZETLEMEZAARE, BEERXMIERAR. EXMEMRE. KGHHAIRSE, EXQN DMD BET#H
= TEMEIC, BENHIERE, SHME4E DMD MIeATEEFN R, S50 8 A8 X IR IE K11 38 H S,
e2 =] HE& FER AL TrEf BR# 1TIERSS
SEARM 5 ERREFEFE ERAREFE—ERR Em 7
MERE AR EIDARRERE, WEMSEVIERFEZRRBANIGKER, 2RIEREANRE
HATE SR, #TVIERREAREAREFNRERARE, PRAEILIERRERRE, STERRMRILNX
. &, BESHAROLNEEEMPD LMNAEXIEFRTREENEALEN, NHEFRE-REXEK, 7
i BEMEBNEEERMRRE, EMEKEHRIT NFkB NENRERNSS LMNA BXNEFTRNAR
MBS,
H"a H& FERLER AL TirEf HRRR 1TIUERSS
I® 6 ERKREFE—ERR ERAREFE—ERR BIEEEID 7z
KENEHZRROHEBEEERATF, WILEMZNRRBRIOZSHENEX, X TELENESFIR
Nfiﬁéﬁ@ FIZERFANERIZH, (RE T RRBENEFARNIGAIIAR, HERWIERAMIAERM T RIFARKRE
= Al R AR
H"a H& FER AL TrEMI BRFR 1TIUERSS
XEE 7 ERREFE—ERR ERREFE—ERR EERIM 7z
WAIE K ARNEERENERREZNEE, SEDEEM, slA. 28 SRS, REDRRERKE
H"a H& SRR TirEf HRRR 1TIMERSS
ey 8 ERXREFE—ERR ERXREFE—ERR FEEDHIE ::Z%Wﬂ%ﬂf
B 2002 FHMBEEMREILRAFEE —ERMERIEEHT TIINIHESHRARORIBIZHZES), FITE
Nﬂ:jﬁ\ﬁﬂ? MEHZINARIRIEICE. REFEIECARRBZHSHIBAES FHESHEII, NEARYERS %
- BANLEHEERBUTIRAATME,
H"a HE& FER AL TrEfu ER# 1TERERSS
5K 5A 9 ERKZE ERmRKZ IR, 7
AR BIFESZRMRE, 85 LMNA-MD BURHGITAR, MINME LMNA BERNERVBELRARER,
DIk LRAHIMARZAESNEMEE, lamin A DHAEY); ERE NF-«B @BREE, BTRERT (IL-

1B, IL-6 #1 TNF-a) FIRIAFHE; LMNA TRAVMMRFLERFTHAEEIMN, MBELTFE Bax, caspase3




F caspased MRIARFEMEEZEAHS, Bd2 WRAEZ T, BRARATERBE, EXT NFxBN
SHREBRINMARBTBEE LMNA-MD MARTIETREEEER,

H"a HEB FERL R TIR&f HRFR {TIRERSS
NS ) 10 ERREE—ER ERXZFHE—ER &I x
Mt RIETHAEEARRERE, W2ESHD 1578 o-DGP BEHAITBAIIEA, N THE o
DGP IRIMREIE; B4 TEHRD 85 6] o-DGP MIEKIFRRERE-REUXFR; EEMRLRETAE o
Nﬁ?%w DGP MHIERRT, 247 oDGP M5 “ISPD #HX DGP"HIIGRIFARIEEF R, ZW ISPD HiME
mm MR c1251G>AFiERL ISPD 58 9 SAEFHEER, H o-DGP HIBAEMR. SERBERLRIGIFAR
FR KR,
H"E HEB FERL R TrR&f HRFR {TIRERSS
Wisig 1 IERAZFE—ER EtRAZFE—ER EERIF x
WAIE #9 ML HAE) B RERE IR, EEARZMBRBIERZNREMZEANIE, FEHIEMKE, 815
TIEA DNA $2EY, PCRAAMAIES:, REBAEN, REENLE. EREEHEXSCINEHIE,
H"E HEB FTRL B TrREf HRFR 1TIRERSS
aR= 12 HERRAFHRALRE ERARFE—ER EEE)F AR EE
B
I A IR B /Y
. R EERHZIAFBFTLAERA, BAME CMD 2EZHFLHREEMRZ—, ANEZHCMD EL,
H"E HEB FERL R TiR&f HRFR 1TIRERSS
W 237 13 ERAZFE—ER ERAFHE—ER EEE BT IR
EFHEIEE
W AINE #9 FIARREFE-—ERFRAMEIEE, WHLNMRFEENTREAESRFMARHERBRLRES, SN
sk ILEHZNRFESERRE112, HREREN, RINEETERITRSE,
H"E HER FERL R Tirgfu BR# 1THRERS
FizE 14 ERREE—ER ERKXZEHE-ER FEEH BT BREBEE
EREHRITHRE. SEEHNMG. BEBENHESENE 2ERRRBIIINEEETT, B 2003 FK,
BEERRBEAEREER, RIBZMBH AEIRE"ES, SEEMEBHNEFNEILEFREFA, 2016 F
WAL E #9 %, RZUREEBEER SMABILIETEXNESHHEFAR, h REEENRBERMUEEZE
Tadk X; i s FEERNIEELRT 66 RNFRAENEIREREE, HP 4F SCIigX, THERBRHZE
EE 3, EEHHEES 2TAMELESETN 10, FERKMAEANER 4, 2585E/™. X
HiR 185, HPEIEE 28, TIEEM 153 THEEM 18, SHEEM 5
H"E HER FERL R Tirgfu BR# 1THRERS
BE 15 IERAZFHE—ER ERKXZFHE—ER EEE B ii@?ﬂﬂ
SILEHZNRRSZRERE 2, AEREETHN, SIEREETTURRE, ARMEERILINEEITM,
S A IR B /Y REHRGT. REATRFREINFES. SENBHELS. REXE. Hi2E SEREEFHEXNE
sk HUER, ESREFMRIKE 2017 FARAFE-—ERBXARBHAEES 110, AE: LREBH)

INEEEFRTE Duchenne B EFARELFEENMEMR.
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FMBELRAZF—ERZ—/MES. 8F. B Wk 2fBEA—FNARBEGEH=RERTE,
FEHITTRRENEFTRNIERS S FERIGIMAFE, LHE LAMA2-MD, o-DG HEE(LIRFE.
LMNA-MD FH&EHIEK, BEZHREBENGLEET T AERINAR, BXT2ENEHREXE
Zdul CMD BA%I, HSHELET ZM CMD LA BARE, AEMNIGAK S FHEEMMNIIEEMY
BURAYIERILEREMKE BIHET ILIESEERZIARNZSZRSTIEN, BERRMELFE

SEHEBERHN, S5RSSRBEHNNRKLENILE,

BB

EmRKF Hi& 2
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BEIRS S BMAE, 85 LMNA-MD BIRHEIHAR, MINE LMNA BERNTRARTEE RMABEAR,
TRAHNBRZASNEMRE, lamin A DHREE); TRE NF-«B BERE, BTHKERT (IL-
1B, IL-6 # TNF-a ) RAFAS; LMNA TRIVMEREFERFTRAEEM, MELTRE Bax. caspase3
F caspased IRIABRBFERBEFS, Bd-2 WRIAEZE T, BRA WATERNE, IIXT NF«B
NEMREBEMARBTHEE LMNA-MD HARFEETE SEFA.

BB

BEHERAZNE/LEERR He= 3
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S

SEHMNERHEXEEER (DGP) . LAMA2-MD FIEKRMII R L FBIEIEMHAR. 257 HWHEKRRE
BHENSPLIARBHR LESRAHAEN CMD MR, VSERTHEE CMD WiRITRFHIE.
T RMAERNIZEAINRK. RAZRKNFRARERST DGP. LAMA2-MD WERZHE, I

DGP, LAMA2-MD MB#ARIE. AR FEEFRHITELE, BRET —MEET LAMA2 ERXREM
XNEARAFRWEECNER, RN TRESZHEERNIHER POFUT2, #M POFUT2 BJ4EH DGP
HHBURER, A—PRIE fukuin fFRDFHESTABESEKRMAEERITT TEAM, 5 DGP #J#E
RBURHLEI FTIR 4 T F75 E,




