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Inclusion body myositis (IBM) is the most common idiopathic inflammatory myaositis in patients over
the age of 50 years. Prevalence of IBM varies among countries and ethnic groups. Etiology and
pathogenesis of IBM is still unknown. It may be primary degenerative myopathy or autoimmune
inflammatory myopathy or both. Asymmetrical weakness of the quadriceps and flexor forearm
muscles are the clinical key of IBM. This review covers clinical presentation, pathogenesis, diagnosis
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Table 1.*' Diagnostic classification and characteristic features of inclusion body myositis (IBM)

|. Diagnostic classification
A. Definite IBM
1. invasion of nonnecrotic fibers by mononuclear cells
2. vacuolated muscle fibers
3. intracellular (within muscle fibers) amyloid deposits or 15~18 nm tubulofilaments
Patients must exhibit all muscle biopsy features.
None of the other clinical or laboratory features are mandatory if muscle biopsy features are diagnostic.
B. Probable IBM
1. invasion of nonnecrotic fibers by mononuclear cells
2. vacuolated muscle fibers
3. intracellular (within muscle fibers) amyloid deposits or 15~18 nm tubulofilaments
If the muscle shows pathologic features (B1,2) but without amlyoid deposits or tubulofilaments, then a diagnosis of probable inclusion
body myositis can be given if the patient exhibits the characteristic clinical (A1,2,3) and laboratory (B1,3) features.
Il. Characteristic features
A. Clinical features
1. Duration of iliness > 6 months
2. Age of onset > 30 years of age
3. Muscle weakness
Must affect proximal and distal muscles of arms and leg and Patient must exhibit at least one of the following features:
a. Finger flexor weakness
b. Wrist flexor > wrist extensor weakness
c. Quadriceps muscle weakness
B. Laboratory features
1. Serum creatine kinase < 12 times upper limit of normal
2. Muscle biopsy
a. Inflammatory myopathy characterized by mononuclear cell invasion of nonnecrotic muscle fibers
b. Vacuolated muscle fibers
c. Either
(1) Intracellular amyloid deposits (must use fluorescent method of identification before excluding the presence of
amyloid) or
(2) 15-18 nm tubulofilaments by electron microscopy
3. Electromyography must be consistent with features of an inflammatory myopathy
(however, long-duration potentials are commonly observed and do not exclude diagnosis of sporadic inclusion body myositis).
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