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1989, Koffman et al 1998). Few cases of malignancy associated with s-IBM have been 

described in the literature. Arnardottir et al (2001) described a patient with s-IBM and CD8+ 

T cell chronic lymphocytic leukaemia (T-CLL). Furthermore, an association between s-IBM 

and malignant disease was verified in a population-based cohort study (Buchbinder 2001). 

Laboratory features 

Serum creatine kinase (CK) is normal or moderately elevated to two- to fivefold the normal 

value but never more than 12 times the normal value (Griggs et al 1995). Myositis specific 

autoantibodies (MSAs) and myositis associated autoantibodies (MAAs), which are more 

commonly found in the other inflammatory myopathies, PM and DM, have been described in 

a few patients with s-IBM (Brouwer et al 2001, Hengstam et al 2002). 

Muscle biopsy abnormalities are diagnostic for s-IBM (Fig 2-3). Light microscopical 

abnormalities in the muscle biopsy include inflammation characterised by mononuclear 

inflammatory cells invading non-necrotic muscle fibres and  “rimmed vacuoles”, which 

distinguishes s-IBM from other inflammatory myopathies (Engel and Arahata 1984,Yunis and 

Samaha 1971). The inflammatory infiltrates have been shown to consist of large numbers of 

CD8+ T cells and macrophages, suggesting an involvement of a T cell-mediated cytotoxic 

mechanism directed against muscle fibres (Engel and Arahata 1984, Holhfeld and Engel 

1994).

Fig 2. 

Muscle biopsy from s-IBM patient stained with H&E. a. Note the inflammatory infiltrates. b. 

Note the rimmed vacuoles. (Orginal magnification x 450 in a and x 850 in b). 
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The muscle fibres with rimmed vacuoles have accumulation of proteins as amyloid-�,

amyloid-� precursor protein, phosphorylated tau, apolipoprotein E, presenil-1, ubiquitin, �-

synuclein, cellular prion protein and other proteins that are characteristic of Alzheimer disease 

(Askanas and Engel 2001). 

Electron-microscopic examination demonstrates cytoplasmic and nuclear tubulofilaments, 15-

18 nm in diameter, often in close association with the rimmed vacuoles (Yunis and Samaha 

1971) (Fig.3).  

Fig 3. 

Clusters of cytoplasmic tubulofilaments within the vacuole of a muscle fibre.  (Original 

magnification x 30.000) 

According to the diagnostic criteria recommended by Griggs et al (1995), a definitive 

diagnosis of s-IBM requires that a histological examination of a muscle biopsy shows 

inflammatory infiltrates invading non-necrotic muscle fibres, rimmed vacuoles and 

intracellular amyloid deposit or tubulofilaments.  






























































































