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A Case of Rigid Spine Syndrome with Rimmed Vacuolar Myopathy
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Rigid spine syndrome (RSS) is a childhood onset muscle disorder characterized by: marked limitation of motility of
cervical and lumbar spine with severe lordosis, contracture of limb joints, mild and nonprogressive proximal muscle
weakness, moderately elevated muscle enzymes, myopathic electromyographic patterns, and histological features of
nonspecific myopathies. Here we present a 14-year-old girl with distinctive clinical features of rigid spine syndrome,
She developed slowly progressive difficulty on walking because of joint contracture and rigid spine with severe fordo-
sis since 4 years of age. There was mild but generalized muscle weakness. The serum creatine kinase was increased up
10743 [U/m} and the EMG studies showed combined features of myopathy and neuropathy. The muscle biopsy of vas-
tus lateralis revealed the typical findings of rimmed vacuolar myopathy with perivascular inflammatory cell infiltration,

which were consistent with the inclusion body myasitis.
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Figure 1. General appearancel la) and lateral radiograph
(1b) of the patient.
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Figure 2. Muscle pathology (Left vastus lateralis muscle). A. showing perivascular inflammatory cell infiliration (H&E x100). B.

cyioplasmic filamentous inclusion body.(EM X S8300)
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showing mild perifascicular atrophy (H&E x100). C. showing a muscle fibers with rimmed vacuoles. (H&E X400). D. showing
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