32 BCEBZERMESA/NF—

1. BME
BERHOHBRHERNIEENETECERERAER T B TIHVLEGHEOHEET,. ERAARHAT
BELRELTHD MO HESETEDIANRNF—(FHHET -HEMR 22T FTERFABRGETHE
EETH,

2. FA
BCERZERUIF/NF—DHRREKE Danon & (¥ /0K) LBEBCERE/HIXEHMEIF/F—
(XMEA) TlE, REEGFAFERSNA, ZOMOBERFEIFERAFATH D, F-HRIADFEED A1
ZRALRKRKRBATHD . FEWLTECEREZRAABLTHRT A0 HERBREICHEEE
BFH—tI70)BEETHIENEDN. Ao DHBON FRECOBEENHEREIND,

3. fEK
(1) BRHEFICK OB RETIEDO U NET EHMEEOHRE
(2)ILFRREEICKDHETHED DA (BBXE . JhRE) | T2k
(3) FE I i
BL.EBRBEICESTIE, (2). R)EFELLENIELH D, RIEFRITHRA T ETEMS 50 HARET
RELNHD, BRELICRIET M. BEOANRNEENZL,

4. BEE
AEEIFEILTOEND, DFEZ I FRRERFTEEETHY., DEBHEOHDIRARETHD.
DR OEBIEIZDNTIL., STEBRENFHERTH S,

5. F#k
BRLIIcREFHEZMHLT . DEBEZTHLRVES. DA LEKROEBENSFH2FTRIREICE
[ZZE % (Sugie et al. Neurology 2002) , ITLVNAKE D h iR IR EE LITEE. BES. MiKiE. MIEELS
ERIBBEETERT LD HD, F-. BRAECLROERES . REHRESEE I HENOHRELH 5.
EENEITT HE. FREHCHTES. HRRETEE LT ETHRIYRELZBEE., EBHXKE
BEZET 5,



O EHOHEIIBHELEE
1. BEH
100 AK# (BARYEIZELD)
2. RIRDHE
FHEGEMAEICECERVES TIN5 ND)
3. MRMLAERAE
REEL
4. REBDOEE
LEGETHETH D)
HY (BXREHREZRELWNEHEZRREOZHMEESEHY)
6. EfEEREE
Barthel IndexZFLVT 85 MU, FzANYHARBZRAWCIEULZERENRBONRET D,

O 1R
r& A HAMHREICE T HAERMRE
HRRAKRE RLXZXREREFZARHEENRE KT FX ES

1. B{ABEHEE : Barthel Index
2. IEEENYHARD$E



<BHEE>
MR, BRLDMIZEHRRET D,

Danon fREZ M £ %

(MIM# 300257, Danon disease, LAMP-2 deficiency)
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(MIM# 310440, X-linked Myopathy with excessive autophagy: XMEA)
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