200730036 A

B4 F@FE E R E fBh &
I ADRFEREFREE

BHABS A va7 4—1BRO

RS - 43 FAIRA OB

TR 1 9OEE RIE - HEHRGES

EEMEE K BETF

YERR 20 (2008) #E 4 A



B RRS
#HRMHBF A br 7 —1BEOD
HEE%D - & THBADFOIE

W BEF (ESLRER - ikt 7 — PRI

sriapt s s

W BET (BEE - At 7 — R e

IR VT DBEE S VR BDRIERA oo
P —= (ESLRERR - it 7 —miRAT 5T

R BRI DY BEREEME DB oo
o & (ESDRER - ARt o 7 — iR ZERT)

ERIIVALFERZ VAV BEOBRIMEDEAC oo,
E HNE RSIfTBUEA EEINR SRR

WERROTTICET 2 —RE

WFRRRDOTITY - BRI

10

12

14

15






BAFZBHERRERMNE (22 50RRHFER)
RIERRRESE

BERpEoA e 70— 1BE®
HEEZN - S FHAREDFEORR

FEFRE A hET  EE - gk BRI ER

MARE

BRI A ba7 4 —(LGMD) 1B B3I T I v A/C BEFEFICL2EERD 1

ST, WITHOHER - HHETICNL, DEZIZLIBAELERICAHTIEERER
ThB, bNONITSEEDEHEIZBNT, 72 A/C BEFEFIT LD LGMDIB/AD-EDMD
BERBLIVTETAY RABERBIZBITAHRBELE LU FRRADFEIREIZLY |
ERIRIuwFroZ L WEFELEOCRA a7 4 —FTbE:OEEZHLMILE, &
7. ML FRREFHILY, 7o~ F U OREEE,. BRI IVACBLIVEDHES v
RIEDFE - B0 REBLUENEEEZRWE L,

SR EE
#* BEF

ESEE - g L ¥ — IR
KIRFRE—8 ZEEK

mHE —=

ESLESH - 1R L ¥ — SRS RT
KR RFE 8 #HE

idw 5

ESRER - b L& — RIS
KIRFRE—8 =EER
WH A%
MSLITBUE N E LR SRR
fibaten R 475 AT 25 R P
BBEFHEIN—T FHEHEER

A HREBEH

R X b a7 ¢ —I1B & (LGMDIB) iX.

EH@EM Enery-Dreifuss BFHF P A b
7 4 —(AD-EDMD) & & bz, HBEEAKT 2
v AC BI5TF(UMAERIZLDERT, B
VA RaTZ 4—ZMix, DEPHEIZE ST
BRIZBRIEEZ X THRENDIZBODTEE
REBTHD, MEEARAHEIZL > T,
LGMDIB {343k LGMD D T3 HFERIZE W
REBTHDZ &, BERMOINNEHREICH
FEL. FRRIEXRZSMEICRDDIHT R b

Q7 4—=ThHAIEZHLNILE, 73
v A/C 1k, BOHERE, 7 AMEBROSIE L
WOHOAERBHACTRLVEERREZASZ L
BFHENA2RE. & 0EE2EEITH
LMNTRVY, KR, LM ERIZE-T
HECLBHEOEBLOY ) AEROBREE
BAHMIZ L, BERASEREN., 5 FHRAE
WERONZFOREZASHZT B & L HIT,
BRIEBR~DOFERNVZEDIZLEEMH
L33,

B. WS
LGMDIB/EDMD BREZEB L VETN< VR E
BHIZBOWTHKOBMEBEE: S DM
REELE XA, ERZAVTRET S L
EHiZ, v UREREHIZEIT D gene dose
DA% array CGH &% AV THEFERYIZAR
Wi, BEMAMEAWEZERTIE, BEO
KERVEES 7 BEOREELEGRE
WpaRe cREL, e PERETIVA
LTIV ANCRAIES /NI EBAF LD
B DEL C0S-7 HIIE~DILFEH - fFE
CEEAE BT LT,

(R ~DEEE) |
ARV THEATHLTOL MRk
X, BN - RS- HEBERRT




ABEINTFIEDKEELXZANVCT, BED
BWERFOBREENLBETFREST L ST
wERIZKTIREDOFERLT (74
—AKRarverhb) 2HEZbOTHS, &
BEERTAIIY > TIE, TIA13—
PEEL, BALLI-ETHEALE, BRI
DRFROWIZELIL LTz D X COWIEIL.
BEBIUCFRORBZEE L=, BT
FATIZEA LTI Te v2 ) AETAFSEICES
T3 IERE) 2ETFLE, T TO
B ERIT. EEM - e R
WEFBYWERIZET 2 BRI VT
VN, ESIRE - M L4 — RS
YEREBERLSODEE - AREHE W5,
MERICERT AR, LERIBEDH
MEERTHELLIZ, BB EREEX
ROEHIBRKBOEEZ# -7, TTD
4% DNA EBRX, VI ~THREEIC
5L TEEFAABRIEDZEOFERED
BENZ L 24EDOSHREORRIZET 5
f#) LBARESEHEST L, BB - R
2 — 1R A e 2. DNA ERE 2
ZRLDEE - ABEH TN,

C. BIRER

LGMD1B/AD-EDMD FB3& & 4% D fFH /R ERET R
PRI UIER., —HREDH- Y OBED
M, EOXKNRE - BHEEFEELRWEL
re SLICERESRAVCTEHMICBEELLE
A, KINRROFERE., BOER, 7o
= F DL, BN - BoREOERE R
BT, BHEREOEBERIETILDOREE
MIZHEBRRELTRY . KRRBOHEME
WZRBIIABEOEILDEERLZHALNI L,
SHIBBLEORLE R IGEEMB L H
DB\ nF U REZELTED,
BEARDIKETZ IR TI/REL -T2,
¥, ABEOBORFIBERLOET
N ADERFEEREFMBIZBN TS
RnFFanfk, <7 AR TIRIEREDE
LWER L LIz, BEOBEIN~DEH A
EHonl, T, ThbOERZEMFT
B X 517 array CGH &% B\ - f#fr Cli€
FNT I REBRGTOI avF DR
FREEMERELNE R ST,
SHICIEEMATIAT IV A/C ARV
NRIETHD BAF DREIZERFERRNEE

Nz, FZTERS IV A/C & BAF LD
oz L3 fEEBER L, # 7%
Sk FERES I AR X UBAF % C0S-7
B LU C2C12 M LI X BAF & D
BEEr B Lz, FORE, IV A OF
EOBWILY BAF LOBESEIREZEDH D
TERHAEMNE ST,

D. L

LGMDIB IZBIFTAH DY R hua 7 4 —F4tL
L LC. Duchenne B R bua 74—
REND & O RGERERED S VNI E
BBIIHEIBIA IR 74— LIXRR T
RIEBENTFRENEZ, Tbb, BEED
MBIz Y BRI HEEMIROIIER
B, rsusFroRb, ROWNCEES
RIBDRERESCHRFMEOTLBREL,
TR R, HMIEE,. ELTH
BAROKR T3 ERITILENTREIN
77

E. &
BEOoTbh Ll LG EBBFY
B &Mz Lz,

L%, BERBEOBOVA T 4—
TlbEECBRHF-RETN T R (End
KO/Lmna KI) % A\ CHEMO BAR R 0F
AH=ZALEZHLNZTEFETH D,

F. BEAKRIER

LGMDIB i3k L THE DIEWRATIEZ2 <.,
BRFETFHOBAENS, FIRBERCHITHE
R OREEZH LB Z 2V, EHH, EE
ROMEESME L URBBEBRRAIRTH
B,

G. BFERE

1. RXFER

Ura S, Hayashi YK, Goto K, Astejada
MN, Murakami T, Nagato M, Ohta S,
Daimon Y, Takekawa H, Hirata K,
Nonaka I, Noguchi S, Nishino I:
Limb-Girdle Muscular Dystrophy Due




to Emerin Gene Mutations. Arch
Neurol 64: 1038-1041, 2007

Muchir A, Pavlidis P, Bonne G,
Hayashi YK, Worman HJ: Activation of
MAPK in hearts of EMD null mice:
similarities between mouse models
of X-linked and autosomal dominant

Emery-Dreifuss muscular dystrophy.
Hum. Mol. Genet 16: 1884-1895, 2007

Matsuda C, Kameyama K, Suzuki A,
Mishima W, Yamaji S, Okamoto H,
Nishino I, Hayashi YK: Affixin
activates Racl via BPIX in C2C12
myoblast. FEBS Lett 582: 1189-1196,
2008

2. ¥RBER
WEEF, TATF—F I—F, ®BEN
&7, BPEL, FAH—= : PI-207i%EE

EHFEBRIZBIT DHOREIZ OV TORE.

548 A AMREFESRR, £ER, 5.17,
2007

B A, BENET, KREEF, BT
& EAB—=:xXYUEEFREICLD
R RIS A a7 4 —. Z548[E] B AR
Foins A HE, 5.17, 2007

MERRE, HEREE, NREX, RIREE,
rohfiEdk, HBEF, BE—= :SILIZR
1z & A A& FHMarinesco-S jogrenfiE{ERE1441
DEERFRFHRE. 55498 B A/ 2%
2ot KR, 7. 5, 2007

BT  EERHYA a7 4 —1B B0
HEESN - S FRBALEDENTE. BEAE
SEEEHE ZZA0EERHE (MRS
) HEBREREKS, HHE, 2.5 2008

Hayashi YK: Nuclear abnormalities
in nuclear envelopathy. 7th Japa-
nese-French Worksyop, Hayama, Ka-

nagawa, 6.8, 2007

Hayashi YK: Alpha-
dystroglycanopathy. 6th Asian and

Oceanian Myology Centre (AOMC) and
Neuroscience 2007, Penang, Malaysia,
6.21, 2007

Hayashi YK, Astejada M, Park Y,
Nonaka I, Noguchi S, Nishino I:
Nuclear changes in muscular dy-
strophy associated with nuclear
envelopathy. 12th International
Congress of the World Muscle Society
(WMS), Taormina, Italy, 10.18, 2007

H. SEMEHEOHE - BRI (FEZE

)

1. %G
iz L

2. ERFRBH
Bz L

3. Foih
Bz L






EAEBHEHEERGHE (22 H0RBRFEHR)
SEPRREE

BERERBIEB I ZEELEZRLL TOIREFHRA

SEERE  H mETF ENDER - BEE LS —mRITRITER

BREES LODIBIE. HYA a7 4 —iix, DEECLIRAREE
ERIzID B HLEFMIED CEERKRTH D, AL TIILINGE
EFER%ET HLOMDIB/EDMDAE R L BET V< U AFBHIZBIT S
FEEL AR L., HRREEORESFEHLMITIILE
HBE9 L Ui, & DR, LGMDIB/EDMDE#& 5 CidDuchenne VR + 7
4 — (DMD) & Ho~2. FODEEFE - BAGITEMNZ L, —F ., KOHBL
VI, Ju<FLilELVWRERZRNE LR, EELL ML
O BB SRR OENBRO b, &b WCHEEMR L
BLRABOEERETEILERALMIILE, EDRERLY, T3/
NRF—CRGEOBEDR RGN AL L, FLHBELEFINT

VW5 E[REME & R LT,

mEBH

LGMDIBIX. A ha 74—z, L
EEEE, DHEXAL. BRIZERE
AET-THENICED CTHERKATHD
N, 0O BRIEHSIEBF IR G HTRY,
AFETIH. BEBIVET AT RER
HORBELE HEMIZRTT L, HRRED
RIEMBEYEAZ X BHE LT,

A.

B. W5

S OFEE L 72 LGMD1BIS X UM U LA
BEFERIZLAH VA a7 4 —, BLE
(KB MEmery-DreifussBfHT A ha 7 4 —
(AD-EDMD) 12f5], B X UR UL EERTH
2 XYua A HEDMD (X-EDMD) 115D B #& FH#E
Bz HoOWT, 0BEO—RRBLERERE
B Uz, £ 4B CNEFIB3H. RAGI1
BN Iz OWTII AR ERNEZE LT,

(GEREB~DEE)

AMRIZBWTHERTHETOE M
3. ESLEEM - Bk —HREBEZERST
ARINEFEDEKBELZANT, BED
BT OBHESE D L BE TN 2 S0

ZeE Bz ABREDERTR (f 7%
—hKaryvtErh) 2BELOTHDL, B
EERTAICUTZ-2TE, A48 —
PHEL, BALLELTERLE, B
DIRTER B UNZEAIL LT 5 X TOMEER,
BEBIVCREOEBXEELE, BT
EAFICE L TIE Te M7 MRFTHTZEICE
T 5 ILE@EEH) ST LI,

MR

LINAEIEFERIZ X Hallelic disease,
LGMDIB & AD-EDMD. FMDBEFERIZE D
X-EDMD D 55 /R BRIz BA S 0 BV IEER
bnAaholk, BEKEWZ EIZ, WTHhO
FKRBTLHRMEOKR/ITRE, BREDEE
BAR., BEESHBOBRKEVWSTHD
DR b7 4 —IZEERERROEITM
% . BOWEICRWNEENRRED LN, £
7o, BME 1 AT 0 DB S EER
Bl HRAEIIEML TV, KV EAR
BRHEOEILERETHENT
LGMD1B/EDMD 4 i DB Iz 2 W TEFHRA
W T CEEL{To. TO/BE. KANAR
BN —FNZER > -8R, HEDEL

C.



WL, ~Tusa<eFroEd, 2
—ravFUEROEFBEENIKT. 70
<~ FUORE. HEOIEE - MR, BalF
BIXUBRNOZEREM L > lctks 20
FERBD STz, £, HERMEREO
HNIL, 0% UL £ LBEBGEFEICS
BHHN, 7 uvF OB, HERZER
ZRDLEEE T H MM TR, R
HZE LR LTV, 2hbDE{LITA
FZOER, BERMEEE. BREEIOM
S LALLM HEBEERRED NPT,
ALICEEAFR L LT, BRBOBHR
T BN E RO b B RO
suvFrOBERRVWEEh, av b
o—/ Lk UL CTRE L7-DMDES CHRI RO
OELIZIZFL A TRD NI,

D. B

LGMD1B/AD-EDMDD B Tid. BRI
VA/COTFEIZ L W ZEOETHENEL, £
DFER. IHE - SR &\ o TR AR %
BITEBVIELTWAERG CRVERER
Ty uvF OB E o Ttk 4 R
OB EREND, RERHEOI
BRI TR EREOHEELEE S, K
A B HRENE R I END LEXD
i,

—F. BEEMEBOBRELIEERMA
<h b, HEEMED Y uvF UELE.
BEARDKETERTRTIFHRLEER
b, 5%, EFABYERAVTHEE
OB E MBI ETETH D, *
7o, ZOFRIBHIED O SRR B OEE
BELTWBZEETBLTNWS, ZOFF
Bt HELMER. B - HRERELD
EEELHBELRVERELFELRY,

E. #&#h

LGMD1B/AD-EDMD DEEAR7: FHREBEIEN D
HERICBIT A HHREEORIERTE H
oMz,

F. f@EEfmpRiEd
Z2SRIE & S RIZERD B LOMDIB (IEE D F
WEBTHAIZ LD, THREEOZDIZ

FRHICBEFIEHETV. ol ERE
BER{THIENEETHD, £ LD BE
OB A ) VBEFERIZLD HORE
FnHB32ehb, TAYUREBIEDRS
J—=v T b hbRETHETHD,

G. BFRFER

1. BRXER

Ura S, Hayashi YK, Goto K, Aste jada
MN, Murakami T, Nagato M, Ohta S,
Daimon Y, Takekawa H, Hirata K,
Nonaka I, Noguchi S, Nishino I:
Limb-Girdle Muscular Dystrophy Due
to Emerin Gene Mutations. Arch
Neurol 64: 1038-1041, 2007

Muchir A, Pavlidis P, Bonne G,
Hayashi YK, Worman HJ: Activation of
MAPK in hearts of EMD null mice:
similarities between mouse models
of X-linked and autosomal dominant
Emery-Dreifuss muscular dystrophy.
Hum. Mol. Genet 16: 1884-1895, 2007

Matsuda C, Kameyama K, Suzuki A,
Mishima W, Yamaji S, Okamoto H,
Nishino I, Hayashi YK: Affixin
activates Racl via BPIX in C2CI12
myoblast. FEBS Lett 582: 1189-1196,
2008

2. FEBR

WaEF, TATN—F I—7, ®EEMm
5, HpfEsk, FAEH—= : PZ-20TZARES
BHEBIZBITAHOREIZ OV TORE.
#48[E A ARFLHRE, £4EE, 5.17,
2007

R, REENET, HREETF, BPIE
&% BB —=.xX) EBEFREILLD
B S A b 7 4 —. 55488 B APRRE
seodas  ZWE, 5.17, 2007

FBRE, EERER, MUEX, RREE,



HopfEER, AT, AH—=:SILIER
12 & A A Marinesco-S jogrenfE{ZRE1 451
DERFERFARSE. 49081 B A/ 21k
Faie, KB, 7. 5 2007

KEEF: BEAEGSA a7 4 —1BEO
HEESZH - S TFHBREDFOME. BEE
wEREHE ZZAORERE (RS
) WHERERERS, EK, 2.5, 2008

Hayashi YK: Nuclear abnormalities
in nuclear envelopathy. 7th Japa-
nese-French Worksyop, Hayama, Ka-
nagawa, 6.8, 2007

Hayashi YK: Alpha-
dystroglycanopathy. 6th Asian and
Oceanian Myology Centre (AOMC) and
Neuroscience 2007, Penang, Malaysia,
6.21, 2007

Hayashi YK, Astejada M, Park Y,
Nonaka I, Noguchi S, Nishino I:
Nuclear changes in muscular dy-
strophy associated with nuclear
envelopathy. 12th International
Congress of the World Muscle Society
- (WMS), Taormina, Italy, 10.18, 2007

H. SEBMEEHED HHEE - BRERR (FEX S
i)
1. FFRE

iz L

2. ERFERH
iz L

3. oM
iz L



EABBRERERGEDE (2 HA0RERFER)
SHHEBZRHREE

BERARIEBT2EEY 7 EOREEL

sriamiRE EE

ESTksR - iR v ¥ — R RRTI R

bz,

WRES KR, BEs 0 BOREIH I BEONESS, BBk
BEOTERBEICEL B TWVB I ERTREINTVS, AHETIE
RSN E BT, MOBERVEES v/ BOREELE B
247, LGMDIB/EDMDEEIEHFREMIZTIX, T IVA/CBLVEDRE
5Ly BOBNBERBD bR, ERETA<Y AR TIIEOF
BEARZE LTLLTRY . BEMIERED S I VARE Y v/ BORSE
HEDONI-, MERICBTAEES VA7 EORERER LURER
FDH NI EBEOREL LTRB L, RELEIBbo TS EEX

A. WFEBEH

LHNAES J OREMDD B Rz X BRI, B
5 Ly B BE OB RITN
TAHARBEOBTHENE LD Z L, TRITH
SROBIELILH D WVIXERS VAV EB
JUBES FOBERFIHI BRTFREEA
TALRIRELIELBboTWW3EEZX LN
TW5, AFFE CikgRMias AWV TEED
e, BIUBEZ VX EDOREZHEM
2R LT,

MIEhk
LGMD1B/EDMD S8 4 i 0> FZ J&§ #R ME 3F M A
BLURLADERLIEzAY UV RBT VX
(Emd KO). kEXVHtESNZT I A/CR
B~ AR (Lmna KO, TO_ERB~T R
(Emd/Lmna DKO). 7 5 v AL 0t5EEniz
5 I VERBA YR (Lmna KD ORHEZFH
faZ AW, ZEDFE, I A/C TV
ACHEBZ VNIV BTHDTAY ., LAPZ,
BAF, } A7) D RERREMIaRAIEE
BUWTRE LT,

B.

(BB E ~DELRE)
KFEIZBNTHERATHILTOE Ml
3. BESLEEr - g4 —HEBERLT

ABINEFEDRKEELZANC, BED
BV EFOBREED L BETFRT S0
ZeERIC T AREOFERFT (7%
—AFRavierh) 285Eb0THE, R
KEERTBICY 2T, A3 —
PHEEL, BALELETHERALE, BRE
DIRTER HICEAIL LTz 9 2 TORRZEIL.
BEBIUREOERZEHE L, BEF
FEFTICEALTIX Te M5 ARHTRRSEIZED
T3 LEES) BT L, ERTNTO
B ERIL. B - g 2 — 1Rk
FEETEI EBRIZE T A HERREHZHEVT
VW, ESLEEE - Rt 2 — 1 REE
HEBEBREBL2DESE - ABEHETWVD,
WRIZERTAEIZE, LER/IBREDE
MEERTILLELIZ, BPICERES X
BRWEIBRKBROEEERIL -T2, $TD
MAHZ DNA ERIZ, INVI~NTEESEIC
ES<L (BEFEBBRIAEDEOERED
HENZ X B EDOLHEEORERIZET 51
7] LBRESLEsT L. B - i
¥ H —MRIRITR AR X DNA ERE 2
ZBLDEE - ABER/TNS,

MR
t + LGMD1B/EDMD EBEHRRE ClIRDOIKE

C.



AR CHEBNRZA TS HLORE2
7eds. NSV bleb X2 b r—/VBRZIC
HREEECADON, 72710 T
AV LAP2 BEF I UVHEES VNI ED
ER/NEELBRENT, —H. FIVA//C
=& RIBBEMTIIRVEOFERE R
BHOLN, FEAROHEEELELIET
LTCWe, =9 A Lmna KO, Emd/Lmna DKO,
Lmna KI {ERTHLRAELBROBERE 2
. HEO—BHBEA~BE L T 5l
BERENE, £z, =AY LAPZ, BAF
DENBELRDLNE, TIVRETY
2O £ b RIBMERIRE L <
BT LT\VWe, —7 End KOMBRTIXAL 2
RERERREDLNAEI ST,

D. BE

5 3 v AC DREXRBEFIHERMIZ
FrT5xbdTEERERERY, £
Lona KO< 7 A bIBWRBEE, BYIECZ
BWHD, THIZEKTB LI, TIA/C
=& RBRIEE LWEOBEREERY
Libiz, BEEDKRTE R L, ZO/K
B35 I A/C F VR B OO EMERE
LWV o EFICRERBELRBR LT
BHDEEXD,

¥ - B OB~ DR IR O MaFotE
ZEBHICEMTARETHY . B
BOMOEBRFRCHRDLNE~TRI O
< F L ORY L OBELEARIND,
—F. FIVACRBIVEDERS VN
I BOENEEIX. ThoDF N IED
BEEEELROTBRTILNLEZILND,
B ThbDZ AT BEOBRELRRAL
DEEHEEIZSWTHARRFEZIT O
ERH D, RRFIC LT ERTMRIC
BOTHLHRINAPENERET ILE
BdHd,

E. #&id

ISR BER L OE T~ T AERERHE
FMEIZ BT ABOWREBLUEES
IEDREFRALNILE, ZOLIBE
ERTREEL PO X HIZBHb>TWHDND
BEHBEEIZOWTRNZED D,

F. REERfaRiEH

Bz L
G. WrEZR
1. BRXER

Ura S, Hayashi YK, Goto K, Astejada
MN, Murakami T, Nagato M, Ohta S,
Daimon Y, Takekawa H, Hirata K,
Nonaka I, Noguchi S, Nishino I:
Limb-Girdle Muscular Dystrophy Due
to Emerin Gene Mutations. Arch
Neurol 64: 1038-1041, 2007

Matsuda C, Kameyama K, Suzuki A,
Mishima W, Yamaji S, Okamoto H,
Nishino I, Hayashi YK: Affixin
activates Racl via BPIX in C2C12
myoblast. FEBS Lett 582: 1189-1196,
2008

2. FEREK
WEEF, TAT A —F I—F, %FEmM
I, HohfFE, FEEB—= : PZ-207THZARES

EGRBIZBITADOEFEIZ OV TORE.
480 B AR ERRR, £BE, 517,
2007

WA, RIENESTF, KaEF, BPE
¥, AH—=:xAYVEGRTEEICLD
R A b a 7 4 —. 25480 B AHE
sl Z B, 5.17, 2007

FEERE, B, IMES, BIREE,
Ahchifsk, HBEF, AF—=:SILIER
12 & B A HMarinesco-S jogrenfE {FEEE1 451
DEERFIRLMEM. 490 A /DR
o s KPR, 7. 5, 2007

Hayashi YK, Astejada M, Park Y,
Nonaka I, Noguchi S, Nishino I:
Nuclear changes in muscular
dystrophy associated with nuclear
envelopathy. 12th International
Congress of the World Muscle Society
(WMS), Taormina, Italy, 10.18, 2007



H SMEOMEEOHE - Z&KR (FEEZS
te)
1. FFE

Kz L

2. ERFERE
L= QD

3. 0Ol
iz L



EEFRBRERRRMSE (2

ZHDREBFEE)

SHEMARES

EERERBICB T 2 RaERRELOR

SEFRE B0 15 B - e S —ERRFTER

MRAEE

EERIIBT AEEORSEMIE, BRIt I7u~vFro
BILOEXE T L, FORE, LaEOBEICELMRE 2 RIEEISRER
XN T3, F&~idarray CGH(comparative genome hybridization) #%
AWTS I VACKBET AT I RABRIFIZRBIT 37 n~vF rOELE
BROICRE L, TOREERHEALMILL,

A. WIEBEM

53 VACKRIB~ 7 R (Lmna KO)i3FE LW
REEE, BEEREZRL, £%6-8ETRE
T35, itﬁﬁ@ﬁ@bti%)/kﬁ
<D A (End KOO L D _EXB~ UV R
(Lmna/Emd DKO) 3 &E 5% DERIMEHE S
N, £#%4-SBRETELET S, WTIhowy
AL ERGBOREZEZIZFLLEEINLTHS
Fx IIFEE. TNOETNAY T RAERE
CREREEEGEFORBBILEL TS
L ZEERRWELE, SEEILT I A/CDR
BERERBIZGXIREBTREHRL VT
B HMNIZT B0, gene dose DB L& HEHE
BNZRRAT LT, (- RT IVAREE~Y
A ~EA L, HEEOBKHORIER
BEORNEITO - L BMHE LK,

B. WIRFE

H%GBEOFAER, Fnd KO, Lmna KO,
Lmna/fnd DKO= 7 A% 2 IED BB LY
J ADNAZFAH L. array CGH#% AV >Tgene
dose2BHARD LD L B LTz, FHA
Bl ZEBHICEETFEARITORE
Exl LC. GFPRENRI F—%x L7 buaR
L—a ViERRAWTEARRALT,

(BEBE~DERE)

TRCOBYWERIT., EXLFEW - &L
VA — R R ETE ) KERIZE T SRR
SHZREWTVY, BN - Rt & —1w

BRI ERETBZESOESL - AR
¥ETWE, FRICERATIERICE, LB
B/NBEOCSMEERTI L L LIZ, BY
KEBY S 2RI IRKBOEELZ -
7. TRTOMBEZ DNA EBRIZ, A%
~TEEEICESL EEFERBRZEY
E=DEALEOREIC L 2EMDOSEREDOHE
RICET Bk LA EETL. B
SLEEM - fhiRY 7 — R FEET AR 2
DNA ERE4LZBLOEE -ABLZEHE TV D,

C. WrERE

array CGH i % V> gene dose i’ﬁ‘ﬁ%ﬂﬁk
#RMF U458, Lmna KO, Lmna/Fmd DKO TiX
wild-type LHBE L, /IR&, PMEBREZTT
EmMAAEIIEWVWI LBRALNIR T,
InoOBiIIEOREHE. HHVITE
DEIRIZBRB L=bDTiER . FEMNE
BRIZEERDDEILDOTHRN 2T, —
5. FOLLERIILBOELGF2— FH
LA NTWVBEENREWEMIZH T2,
Lmna KO & Lmna/Emd DKO Tix, AL hipE
BEWFEEhhot2, End KO= D RE
BETIE. 730 AC KB~ D RIZHAE
bz Lo Tz,

—F. zvZ raRb—vaERAN

TERF IV A DEAZRDAIERE LT

GFP B~V X — DB ARSIz, LILR
25 R IBAIR T 10-30%RE LKL, —F.
SHOERRENBO bz, 5%, B
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oM s, BERKM. BEEOMBSER. X
BROGERFEZOYAFLEORNZ Y
B UERLETH D EEXTVD,

D. £E

S5 IVACRBETFASTYABRBIZE
FARBEDT v F ARALERIL. D
Mgt d L<RBLTWAbD EEZLN
%, BiEFEa— FERICERRNE W
SRERIT., BRBEFRBRTRDONIED
~FuyzueF o lERTSHRT
HHEMNL LR, —F, Emd KOTllgene
dose LB BN ERVWEWVWIRRBELN
7= THiXEmd KO3 O AR BERBER Y
RERWVEWVWIRRE—BLTWDB, 5.
array CCHCB b T —F % X HIZFEMIZ
fRAF L. RAREMIZTILOE LTV
@k, ER. BEFRCOFELZREL,
FRELOBEEXHALMILIEVEZZTY
5,
Tl buRr—3 s ECLDEETF
EA NS BRAZTRL, 4% R
S IVADHRIVEAZRNY , REHRRE
BE(LEZREILIZWEEZL TS,

E. &

53 AC RIB< U RAERBICBIT A%
GBERLEEREZRVE L, 5%, HOR
EEE EREOBEY BENICREFT S
FETH D,

F. fEEfapRiFd
iz L

G. HFRFER

1. FRSIHER

Ura S, Hayashi YK, Goto K, Astejada
MN, Murakami T, Nagato M, Ohta S,
Daimon Y, Takekawa H, Hirata K,
Nonaka I, Noguchi S, Nishino I:
Limb—Girdle Muscular Dystrophy Due
to Emerin Gene Mutations. Arch
Neurol 64: 1038-1041, 2007

2. FRER

Hayashi YK, Astejada M, Park Y,
Nonaka I, Noguchi S, Nishino I:
Nuclear changes in muscular dy-
strophy associated with nuclear
envelopathy. 12th International
Congress of the World Muscle Society
(WMS), Taormina, Italy, 10.18, 2007

H. S EEHED HEE - B&RIL (FPEZ S
ip) '
1. REFBUS

Kz L

2. ERHEBEEK
BRIzl L

3. F0M
Bz L
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EASBRENERMENE (T

ZAHDRBERFEE)

SRBIREEE

TR IVALRES VA EOBRTMEOELL

SEHEE WE MR MITBEEAEERBRNREHANELHAR

ROIREO—IRERTHDEERD,

MRES E4S /37 EBAF (Barrier-to-autointegration factor)
LHARBYULERT I VARBIR~ERER L, T OREEERELRE
ZRAWTHRE L. BAFDEERE DS FRE~DBE S 2 R L. £ DFEE,
B UFBAF LT IV ARMAEEAL TR . ERICLY EORFEIZE
NEH LNz, ZORRIIZRDEVIC L BBRBRER %7 TR

A. BIEEH

BAFIXS A, =AY v 24EKDNA%E &
RETHANES LV VETHY, JueF
v ®@remodeling *organizationlZ&59 3,
B CIIBAF SR R D 5 Dintegrityll
BET BRI EBREZINTVS (J Cell
Biol. 2007;178:661-73), H&4iX7 I v
A/CEEFERIC L HHER O BERIRIZ
BWTBAFOHIENBERRETHDHZ L
R LT, FZ TBAFR T I A/CBIEF
TRIZLDABEROSFREICES LT

WA RIREHEIZ DWVTRE L T2, C.

B. WFRFIE

t b BAF cDNA IZ T7 # Z & {0 LiEE
BB RER 4 -t 7 uo—=
VI UL, ZD TT«BAF aVAMF7 b
CWEEEEBILIETIV A AV AT
k% COS-7 #MARIZ — @RI ERB I H T,
SIvAaVANT 7 MIEAR LGMDIB
TRWEEhEE R TH S H222P, K311R,
R471C. AAA LGMDIB IZB W TR GLHEE
DEWERTHD RI53W, BEEELF| &
Z3 R471H @ 6 F&FHD cDNA {Z FLAG # 7
ML boThd, A LMAEN
54— ERBL, F70HELH
WTHRELRE21To Tz, &L - ki
ENFE R E R TOREE AW
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TTRAF T ay METHEITL

FTRTOEHHZ DNA ERIE, sr¥
~NTHEEBICESK BETFHRABIAE
WEOERZEOHRFNIC L DEDDLIEHE
DRI HiER] LEREP BT
L. ESiigt - iRt 7 — R
BIOEERKTREMERTOMAHEZ
DNA ERELELZEBEDERE - ARBEZEFETW
5,

HRER

BARS I A LBAFRE A L 7-HARIZ
BN THFLAGHLAIIBAFZ 3L L. HITTH
iz I oAb L, fikxhsy v
NRIBOEZHFART IV ALELEKT D
L H222P, RASIWTIXAL L REIRIRD L
nehof-, K3NRTRIFELEINBE T IV
A, BAFIZBARIS I AL BT B LR

. 7 RATIC, RATIHTIZER L TV,

BAES I A LBAF#C2CI2HIARIZ —IBHY
ZR XTI NOOMBENRELFEH T
H5b,

¥7-. FLAGZTMUHARS I /A,
R453W, R471C, R4TIHZENETNEER S
B4 AC2C12M ARk AL LT, AL
5 I VADRBEZHRFLAGHRE* BV sf
ERBILFETHALZ A, AR -
FRAMIIHIEE BEIZBEL TWe,



D& 54— &R LHFLAGH
EKEAWCTYZ R Tay bEEZTH
fz & Z AT4kDadD Ry RBFER SN, Z
NRTFRINBETIVADHFEE K
T3, ZhbDTIVADENIZEDRBE.
BLUCC12 D EIZA & MR E{L
Bbhbahhrol,

D. 4
COS-THRARIZ LRI L= HAR T I /A
LBAFDREERAN IR AN, EEAT
I VADBAFIZ Xt Baffinityid, BFAR
LRIEDHLDOPLERBMLTWDHDET
FRIZK-TERBD N, EROEWV
WL AERREOSEMEIZREE Y /37
BeLDREMENDELREE LTV 5 AR
BRI LT,

TRS I VADCCI2MEa~DE AL,
FORE. BLUCHREEIZALMRE
{bxBlxBz&hhot, BET IVAL
BAF # —@MEIc RIS v, Zh bDHilianN
REZBITFTH D, ERMHEFHRT
HLEEOEREITV., BHEHRARDC2CI2
MEaD 5 I A, BAFOHKINHTE % LB
THFETH D,

E. ¥

LMVA EROBE WL B 7 a~F &6
Z R 7E BAF L OFFEDEWVE RN
Plliz, TORRIIEEROEVIZLDE
KRB DSR2 BET D ET, BHT
HBELRRMRTHRLEZS,

F. REEfapRiEH
gl L

G. WraZsk

1. BRXHER

Matsuda C, Kameyama K, Suzuki A, Mi-
shima W, Yamaji S, Okamoto H, Nishino
I, Hayashi YK: Affixin activates Racl
via BPIX in C2C12 myoblast. FEBS Lett
582: 1189-1196, 2008

2. FERRK
Bz L

H. SR EEHEDO I - BERE (FREZ
a1p)
1. BFrRS

BT L

2. ERHREE
Rl L

3. T
oL
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of EMD null mice: similarities between mouse models of X-linked and autosomal do-
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