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Neuromyelitis Optica Spectrum Disorder Preceded by Myotonic Myopathy
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Neuromyelitis optica spectrum disorder (NMOSD) is generally known as selective involvement of central nervous system.

However, in recent years, some evidences have been found that NMOSD invades other peripheral organs. Especially, skeletal

muscle involvement of NMOSD has been documented scantily and further studies must be required. Here, we describe a

patient who first had generalized fatigue, mild weakness, and myalgia with increased level of serum creatine kinase and was

finally diagnosed with myopathy associated with NMOSD.
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Figure 1. Electromyography. (A) Increased insertional activities with positive sharp waves and early recruitment of myopathic motor unit action

potentials are recorded on the right iliacus, vastus lateralis, lower thoracic paraspinal and deltoid muscles. (B) Myotonic discharges are

recorded on the right iliacus, vastus lateralis, lower thoracic paraspinal and deltoid muscles. EMG; electromyography, IA; insertional activity,

Fib; fibrillation potential, PSW; positive sharp wave, Fasc; fasciculation, MUAP; motor unit action potential, Amp; amplitude, Dur; duration, PSP;

paraspinal.
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Figure 2. Magnetic resonance image of the spinal cord. Sagittal T2-weighted fluid-attenuated inversion recovery magnetic resonance imaging
(MRI) demonstrates longitudinally extensive areas of increased signal intensity spanning from first thoracic vertebra to seventh thoracic vertebra.

Figure 3. Muscle biopsy of the right vastus lateralis muscle. (A) On hematoxylin & eosin stain, muscle fibers shows mild size variation with
studded small degenerating myofibers (arrows). (B) On NATH-TR staining, size variation of myofibers with small degenerating myofibers
(arrows) are also shown. (C) Membranous aquaporin-4 (AQP-4) immunoactivity is markedly reduced, therefore, only some AQP-4 positive
myofibers are remained. (D) Normal control case shows AQP-4 positivity in sarcolemma (Scale bar=100 um in A and 200 um in B, C, D).
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