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Fig. 1 MRI of the bilateral thighs.
The left image shows a coronal section at 1.5 T (T,-weighted imaging with short T, inversion recovery: TR, 4,800 ms; TE,

79 ms), and the right shows an axial section at 1.5 T (T,-weighted imaging with short T, inversion recovery: TR, 5,300 ms;

TE, 72 ms). R = right side. L = left side. Increased signal intensity in the images of the bilateral quadriceps and hamstrings

was observed.

Fig. 2 Muscle biopsy of the left biceps brachii.
Sections stained with hematoxylin and eosin (HE) (A-D). Sections stained with modified Gomori's trichrome (mGT) (E), and immunohistochemical

staining of the sections (E G, H). Bar = 50 pm (B), Bar = 100 um (A, C-H). Figure A and B show invasion of inflammatory cells into non-

necrotic muscle fibers and variability of muscle fiber diameter. Figure C also shows invasion of inflammatory cells into muscle fibers. In figure D,

non-necrotic fibers are surrounded by inflammatory cells. Figure E shows rimmed vacuoles. Figure F shows up-regulated MHC-I expression

with anti HLA-ABC antibodies. A small number of CD8-positive cells (G) and CD4-positive cells (not shown) were found, and moderate infiltra-

tion by CD68-positive cells in the perimysium and endomysium is shown (H).
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Abstract

A rare case of inclusion body myositis associated with anti-PM/Scl-75 antibodies
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A 71-year-old man presented with progressive muscle weakness of the four limbs in November 2014. His symptoms
had started from the left leg in 2008, resulting in frequent falls. In 2011, he became unable to stand up without a handrail
due to weakness of the both legs. Physical examination showed almost symmetric muscle weakness of the arms and
legs; MMT4. The CK level was slightly elevated of 304 IU/l. The patient was diagnosed as having inclusion body
myositis based on the muscle biopsy findings showing many fibers with rimmed vacuoles in addition to mononuclear cell
infiltrating into the endomysium, surrounding and sometimes invading into non-necrotic muscle fibers. Anti-PM/Scl-75
antibodies were positive. Muscle strength improved after intravenous immunoglobulin therapy, although the effect was
only temporary. This rare case suggests the autoimmunological etiology in inclusion body myositis.

(Rinsho Shinkeigaku (Clin Neurol) 2020;60:264-267)
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