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Miyoshi myopathy patients with novel 5’ splicing donor site mutations
showed different dysferlin immunostaining at sarcolemma.

SATTA REMICHROBGFERZPFOSHE I A F—BEIT
HHAECBWTEERY A7 VY VEHOREHE S ET S

5 B R T

[Fak Lram]

SR FAF— (ZHEFHVA S a7 4 =) i FR o SRl X v Rl S s TRGEALER.
FCTREGHEIM B SN HRAGEESERE©ROH VA M7 4 —Thsd, 1998 FLARE, Tk
EOMEITNA—FIZ LD, ZHBIARF—RIPRAT7 =V (dysferlin) BERAEOHREFERIZLD
BIETHZ L, BHRAKLEHBERFE VA a7 s —0—E (LGMD2B) & R—O#EEGFERIGERT
LDERBTHOHZEBBESNE, VA M7 4 VBETFRERCERTAT = V¥ VXBRI Uy —
BFFPA M7 4 —lZ W T, VA a7 rOs2KIER, BoxE (RERE) Ro@ETFER
BENENFHRERNIFLOCA br 7 4 VEABEOTEKIE, S4B IL, KROEEREIC
BHECEELTHWAZ LALLM > T, REROMITIEIZLE L 435 —= LGMD2B Tt
b TWiehole, £2C. KO ZHFH I A F—EMCBIT 2 REFERDOFA TEBALNITE
i FBETEESHRERA, BHRER, BREBE CPOLICEETZONEALNCTHZ
&k BRICAIRETIR Tk,

- [#EHB L O]

BE . BRBREHEAFENR RS X USRI T8 S 4 8F— L BRZ I Sz 5 ERL,
Fik

(1) PR720Y) BEFERORTE

Yo mgkhbiiHi Ly ADNA ZAWTC FEFIO VR 7 =V VBEFORS5 =7 V% PCR
ECHIE L., BOoNnEHERNBHID 55 K0 PCR EHEAEME, RY 77 UAT I RFVTERIK
L, BETERCHEOCEBROBEENE RS PCR BT OFREERFE Lz (PCR-SSCP k), BB
R725 PCRUTH &, EHEEEFIRERC L VEETERERE L.

(2) HRBEMREYL Y A ¥ TRy MAR LB VAT =AU B EIRB O
EFEB O LR THIT OV T Hematoxylin and eosin, Gomori trichrome, ATPase, NADH-TR, PAS, oil Red O
LA & RERBRE TV, BHRERREALNI L, —F, YAz E ) I n—F
R AW BEERIEFEC LY, PR 7oV CEACHRBRICBT 2BEARF— U EFE L,
Fh. ALHRVRATZ =AY 2/ 7a—FrfiszRnT, EEGroH LABERO V= AF 7 a

v MEST EITVWEREARRBRET R & e L 7=,




(3) BETEREOZA T LHFREGIR, PA720V ) VEAOHRBICBIT ARBEAY— | BEK
RER. ERPRAERIE & DS % HlRET Lz,

(7 #£]

BRLESEFAIZ AT =20 VBEFERZRWE L, BIRZM SN 5 ERT A THABRETFED
KHZFRIFARF—THLIZ L ERB LI SEAF3EIIITA 7=V Y BREaI—T 4 7
HITIEIE T Ry 2 b bTERThoRi, 2EMCBWT S A7 T4 AEMLICEZITRED W, £
NENELZ 2 BHEOHFHOBEFEREZRWE LE, Blka R 2463 EREBFOEMOIRY A
Zxz VY T T u—F ARSI K A RERBEZRAE TR, VAT V) VEAORELHATER
MoTehi, 5 AT T A RAEMLCERFE O 2EFTIE, VA7V Y EBOEELROFBENED L
e, LPLARBEL, ERGLLMBLEERO VT AZ Ty MEWNTIE, SERELYAZ ol
U BEAORAPERTE R ol, —F, RELE SEROREFER, BARI L BHRER, BB
LRI, VA M7 VBETFERILIAH VA M 74— (EEXE, BEER T2y X
B A Ma 7 =, MORE 8ER Ny -BHHPA a7 =) TEBWTHREER TS LD
AL PRIBETER L BRKER - BB L o#EII RS ot

[k OB 2]

AHO=ZFEI ANF—BELEFAC, A7 ARECLONBRBEROEREARAET RS
TEA TOFHOBLFERE LN L, EFICAREEBEFETIRAT7 o0 ) CEROFHBRICKT
BEELROFBHEER LE, LIL, VAR 74 URBIZLBHYA a7 0 — L RRRAIZ, &
A7 =N CEAOEHSNRBEPEDENDI NG LW o THEERBEER L 72 2 b Tikinz
EBALNIRY, PAMrT7 4 v RBIZEZH VAT 40— (BEXKE, BER: Ta vy XE
A RaT -, B RE, BERY: Ny H-BHTA T 4-) EVRT =N ) O RBIZEDH
VA MaZ = (EFBIIASATF) TIHREBEBFRERLZ I LRELLNS, £z, VAT =AY
) 7 a =TGR K ARG OREMRBFRAN, ZHHIANAT-OREIIEBNTE DT
FRAThZ LBRENT, AL, VAR 740 VRBIZEAH VA br 7 4 —iCBWTHRER
REBGTFEZEZHEERFTLEZFILODTOHRETHY ., HYRA P27 —EOREMRRICRKEFET
HBHOTHB,

( Acta Neuropathologica. 2002 ; 104: 615-620 #5ifk)




WX FE B o E B

BEER EHS 1417 2K & | B OB OB T
*x & H £ A =

% & & B
Bl & = B E KB gt

Miyoshi myopathy patients with novel 5’ splicing donor site mutations showed
different dysferlin immunostaining at sarcolemma,
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