MSP

VCP
1 1 1 1 2 3
4 1 5 1
1
2
3
4
VCP 4 1 60
48 50 distal myopathy
> 56 57 60
VCP c.376A>T (p. llel26Phe) 2
41 32 36
37
38 MMT2, MMT5
VCP ¢.464G>C (p. Arg 155 Pro) 3 66
40 59 64
CK 600 1U/L,
MMT2 VCL1.51L (43.1%)
PSG AHI58 SAS CPAP
5% 65 VC 0.97L (27.7%)
10 VCP
€.259 G>T (p. Val87Phe) 4 43 32
35 37
39 40
ALS 41 %VC 72%
42 43 %V C 50.5% NPPV
VCP C. 463C>G (p. Arg155Gly) 4 VCP
N
A.
B.

VCP
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VCP 4

VCP 4
ALS
75%

VCP

group atrophy
20

ALS

VCP

MIBG

FEHI fiEfl2 FEHI3 fiEt 4
- 1£5 66k - Bi% 435k - &% 38k - B 60/ - Bi%
FEAERF MG - £28 40 AR - #9204 28114 325k 64 481 - 124
2 B ARAI4— EESREREER T 403 AR % W RIS/ NF—
353 — BB (FHPAPAD4—) - ')
BAHIET ERBR> TR, sA 4L Th > ER%, & Th> £, f{E TR > LR, &G
AfHEREIE T %FVC 27% %FVC 45.8% %FVC76% -
ETEE - + + —
FRAHFRREERE B FARIRBRIET CMAPIE T, FIRSARE D AETERIRBREET BEEERHEL
(D BERE - - -
RHFE — MMSE 3052 — MMSE305 — MMSE295
PagetiF|# o -ALp) - — ALP241IU/L — ALP2411U/L
MR ERRE Sural N. SNAP{EF Tibial N. CMAP-MCV{E T ER RAELT
#HArER L TREICfib(+), PSW(+), HF i L TERICfib(+), PSW(+), FHIE  ETERICfib(+), PSW(+) FHEAT

BmYzhR +- RHELT +- iR THEST
Group atrophy + +
VCPBIRFER €259G>T c.463C>G c464G>C c376 A>T
(p. Val 87 Phe) (p. Arg 155 Gly) (p. Arg 155 Pro) (p. lle 126 Phe)
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