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anti-HMGCR autoantibodies both have predominantly skeletal muscle involvement.  This is contrast to patients with other 
forms of myositis, who most often have multisystem disease including the skin, lungs, and/or joints. 
Although anti-SRP and anti-HMGCR positive myositis patients share certain clinical features, these diseases are different.  
For example, only anti-HMGCR myositis can be triggered by statin exposure.  Furthermore, most anti-HMGCR myositis 
patients have the class II HLA allele DRB1*11:01; this allele is not an immunogenetic risk factor for myositis patients with 
autoantibodies recognizing SRP or other myositis-specific autoantigens.  It is also important to recognize that ~15% of anti-

SRP and anti-HMGCR patients have significant inflammatory cell infiltrates on muscle biopsy but are otherwise 
indistinguishable from patients with the same autoantibody who have necrotizing muscle biopsies.  Given these 
observations, we conclude that IMNM may have significant limitations as a disease category.  Indeed, we propose that “anti-
SRP myositis” and “anti-HMGCR myositis” be recognized as distinct diseases defined by the presence of one of these two 
autoantibodies.  
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