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Fig. 1 Muscle CT findings.
Prominent atrophies of the thoracic to lumbar paraspinal muscles, rectus abdominis muscle, and soleus muscle are found.
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Fig. 2 Muscle pathology findings (biopsy was taken from the left rectus femoris).
(A, B) Few regenerating and necrotic muscle fibers are seen, in addition to mild to moderate fiber size variation. Lymphocyte infiltration is
absent (A: hematoxylin and eosin staining, bar = 50 um, B: modified Gomori trichrome staining, bar = 50 pm). (C) HLA-ABC is only minimally

expressed (Immunostaining, Bar = 100 pm).
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Fig. 3 Treatment course after admission.
Proximal muscle weakness, elevated CK level and reduced ejection function were seen at admission. 1 mg/kg/day
of prednisolone was administered, and serum CK level was normalized promptly. Subsequently, the muscle
weakness gradually improved. Five months after the start of prednisolone, his cardiac EF was slightly improved.
Prednisolone was able to be tapered out without worsening of the symptom.
EF = ejection fraction, PSL = prednisone, FVC = forced vital capacity.
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Abstract

Anti-mitochondrial M2 antibody-positive myositis preceded by heart failure
and cardiac conduction disturbance. A case report

Keitaro Ogaki, M.D.", Hiroaki Fujita, M.D., Ph.D.?, Norito Kokubun, M.D., Ph.D.?, Mai Hamaguchi, M.D.",
Ichizo Nishino, M.D., Ph.D.?® and Keisuke Suzuki, M.D., Ph.D.?

U Department of Neurology, Dokkyo Medical University, Tochigi
epartment of Neuromuscular Research, National Institute of Neurology, National Center of Neurology and Psychiatry, Tokyo
2D f N lar R h, National Insti f Neurology, National C f Neurol d Psychi Tok
9 Department of Clinical Genome Analysis, Medical Genome Center, National Center of Neurology and Psychiatry, Tokyo

A 69-year-old man visited our hospital complaining of fatigue in the lower extremities while walking. The patient had
a two-year history of congestive heart failure and received a permanent artificial pacemaker implantation for sick sinus
syndrome. Physical examination revealed proximal muscle weakness and exaggerated lumbar lordosis. Serum creatine
kinase level was 1,455 U/l. The atrophies of the paraspinal muscles at thoracic to lumbar spine levels, rectus abdominis
and soleus muscles were detected on computed tomography. Muscle biopsy showed mild to moderate variability in
muscle fiber size with regenerating and necrotic muscle fibers. Mononuclear cell infiltration was not found. HLA-ABC
expression was minimum. After anti-mitochondrial M2 antibody was detected, administration of oral prednisolone
resulted in improvements in muscle strength and serum creatine kinase level. Based on the clinical course, examination
and clinical findings, the patient was diagnosed as anti-mitochondrial M2 antibody positive myositis. Anti-mitochondrial
M2 positive myositis is not only difficult to diagnose by muscle biopsy, but can also be preceded or complicated by fatal
cardiac complications.

(Rinsho Shinkeigaku (Clin Neurol) 2022;62:135-139)
Key words: anti-mitochondrial M2 positive myositis, cardiac conduction disturbance, heart failure, trunk muscle,
soleus muscle




