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Fig. 1 Cest CT scan.
Gadolinium enhanced CT scan of the thorax showed a mediastinal
soft-tissue mass measuring 13 X 9 x 13 cm (arrows). The mass was
histopathologically diagnosed a non-invasive AB type thymoma after
surgery.
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Fig. 2 Repetitive nerve stimulation test.

Repetitive nerve stimulation of the right trapezius, right abductor policis brevis and also right deltoid did not show a

waning pattern.
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Fig. 3 Histopathological findings of the left biceps brachii muscle.

Hematoxylin-eosin stained section showed a marked variation in fiber size (A). Mild mononuclear cell infiltration was seen surrounding blood

vessels in perimysium (B). Gomori-trichrome stained section showed nemaline bodies in some fibers (arrows) (C, D). Immunohistochemical

stains showed many muscle fibers express HLA-ABC (E). MAC deposition on sarcolemma were seen (F). Bars in all panels indicate 50 pm.
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Fig. 4 Clinical course of the patient.

The patient admitted in our hospital in January 2019 and right heart failure was improved by non-invasive positive

pressure ventilation (NPPV) and administration of diuretic. But her restrictive ventilatory impairment and

hypercarbonemia persisted. She had aspiration pneumonitis and pyelonephritis, and was treated with antibiotics. The

diagnosis of sporadic late-onset nemaline myopathy (SLONM) was made by histopathological findings of muscle biopsy.

After administration of tacrolimus, her respiratory failure was improved gradually and she was discharged in May 2019.

IVIg: Intravenous immunoglobulin, mPSL: Methylprednisolone, TAZ: Tazobactam, PIPC: Piperacillin, CEZ: Cefazolin,

CMZ: Cefmetazole, ST: Sulfamethoxazole Trimethoprim, ESR: Erythrocyte sedimentation rate, VC: Vital capacity
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Abstract

A case of sporadic late-onset nemaline myopathy associated with myasthenia gravis positive
for anti-titin antibody and anti-Kv1.4 antibody

Masahiro Kanatani, M.D.", Tadashi Adachi, M.D., Ph.D.?, Ryoichi Sakata, M.D.",
Yasuhiro Watanabe, M.D., Ph.D.” and Ritsuko Hanajima, M.D., Ph.D.V

U Division of Neurology, Department of Brain and Neurosciences, Faculty of Medicine, Tottori University

A 66-year-old woman who had myasthenia gravis (MG) admitted for type II respiratory failure and right heart failure.
Although she had neither ptosis, eye movement disorder, nor diplopia, she had orbital muscles weakness, reduction of
gag reflex, dysarthria, dysphagia, and mild proximal muscle weakness. Blood tests showed anti-striated muscle
antibodies (anti-titin antibody and anti-Kv1.4 antibody). A muscle biopsy of the left biceps showed a marked variation in
fiber size, mild mononuclear cell infiltration was seen surrounding blood vessels in perimysium and nemaline bodies in
some fibers. Immunohistochemical stains showed many muscle fibers express HLA-ABC. The patient was diagnosed as
sporadic late-onset nemaline myopathy (SLONM) with MG, and treated by tacrolimus. After treatment, her respiratory
function gradually improved and she discharged. In the case of atypical MG, measurement of anti-striated muscle
antibody or muscle biopsy should be considered.

(Rinsho Shinkeigaku (Clin Neurol) 2020;60:489-494)
Key words: myasthenia gravis, anti-striated muscle antibody, sporadic late-onset nemaline myopathy, Good syndrome




