

Antisynthetase Antibody Syndrome with Interstitial Lung Disease: Clinical and Skeletal Muscle Pathology
Jia-Qi Liu & Qiang Shi. Medical School of Chinese PLA, Beijing, China
Abstract (300 word limit)
Statement of the Problem: Anti-synthetase syndrome (ASS) encompasses a heterogeneous group of autoimmune diseases characterized by lung involvement. The prognosis varies between different interstitial pneumonia subtypes and anti-synthetase antibody subtypes. Early identification of the interstitial pneumonia subtype is critical for improving quality of life in ASS patients. In addition, the skeletal muscle pathology of ASS has attracted much attention.
Clinical Practice: We retrospectively analyzed 106 ASS-associated interstitial lung disease (ILD) patients admitted from May 2015 to June 2022 at a single center, documenting extra-pulmonary manifestations. Skeletal muscle biopsies were examined in 13 ASS patients. And the results were as follows: Of the cohort, 51.9% were anti-Jo-1 positive, 17.6% anti-PL-7 positive, 10.2% anti-PL-12 positive, 13.9% anti-EJ positive, and 5.6% anti-OJ positive. All exhibited ILD: nonspecific interstitial pneumonia, usual interstitial pneumonia, organizing pneumonia, or mixed patterns. Extra-pulmonary manifestations included cardiac involvement (46.2%), arthritis (37.7%), myasthenia gravis (29.2%), myasthenia (24.5%), and Raynaud’s phenomenon (19.8%). Nonspecific interstitial pneumonia predominated in anti-Jo-1 positive patients (82.1%, P=0.000). Usual interstitial pneumonia was most frequent among anti-PL-7 positive patients (42.1%) while organizing pneumonia was most common in anti-PL-12 positive patients (45.5%). Anti-Ro-52 positivity was higher in anti-EJ patients (P=0.002). Skeletal muscle biopsies showed necrotizing myopathy (46.3%), inflammatory myopathy (30.8%), and non-specific changes (23.1%). All patients improved with methylprednisolone, with or without immunosuppressants.

Conclusion & Significance: Our findings demonstrate discernible correlations between manifestations of ILD in ASS and antibody subtypes. We observed favorable responses to immunotherapy across the cohort. ASS can manifest with three distinct skeletal muscle pathology patterns: necrotizing, inflammatory, and non-specific myopathy.  
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