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Juvenile dermatomyositis (JDM) is an autoimmune disease, 
and is associated with various autoantibodies. These autoan-
tibodies are classified as either myositis-specific antibodies 
(MSAs) or myositis-associated antibodies (MAAs). MSAs 
are exclusively detected in patients with idiopathic inflam-
matory myopathy, while MAAs are less specific and are 
observed in patients with myositis as a part of other con-
nective tissue diseases [1]. The MSAs are associated with 
a specific disease phenotype; for example, anti-TIF-ϒ is 
associated with severe cutaneous disease including lipod-
ystrophy, anti-MDA-5 is related to interstitial lung disease, 
whereas anti-SRP antibodies are associated with profound 
muscular weakness and Raynaud phenomenon [1, 2].

In this issue of the Journal, Sharma et al. have published 
their study describing the autoantibody profile in 34 chil-
dren with JDM [3]. They detected either MSA or MAA in 
23.5% (8/34) of children with JDM. These observations are 
in stark contrast to a large cohort from the UK reporting 
59% (225/380) antibody positivity, and 50% of this cohort 
had MSAs [1]. The findings of the Indian cohort are also 
different from a Japanese study wherein 95.2% (20/21) were 
positive for MSAs [4]. In both UK and Japanese cohorts, 
anti-TIF-ϒ was the most common antibody, whereas none 
in the Sharma et al. study had anti-TIF-ϒ antibody [3]. 
These differences in the frequency and type of MSAs may 
be attributed to genetic and other study characteristics (e.g., 
children with overlap syndrome were excluded from the 
Indian cohort). The ongoing immunosuppression might also 
have contributed to these varying observations; however, 
this is mere speculation, as this study does not describe the 
treatment details and its correlation with MSA/MAAs. The 
most commonly observed antibody in the present study is 

anti-SRP antibody, which contrasts to the UK cohort where 
it was found only in 2% of the subjects. The characteristic 
muscular weakness is described in 3 out of 4 children with 
anti-SRP antibodies; however, the authors did not mention 
Raynaud phenomenon in these subjects, another characteris-
tic finding reported in association with anti-SRP antibodies. 
The 3 children with anti-MDA-5 antibody did not have any 
clinical evidence of interstitial lung disease (a characteris-
tic of anti-MDA-5–associated JDM); however, the chest CT 
findings have not been described in this study. Although the 
present study has described some clinical characteristics, 
the small sample size and lack of details about treatment and 
muscle enzyme preclude this study from making a meaning-
ful conclusion regarding association of MSAs and clinical 
phenotype in Indian children. Despite these limitations, this 
study gives thoughtful insight about autoantibodies in JDM.

Presently MSAs do not constitute a part of classifica-
tion/diagnostic evaluation for JDM; the emerging evidence 
suggests that autoantibodies in JDM correlate with specific 
disease phenotypes. Moreover, the uniqueness of MSA in an 
individual patient (i.e., usually, 1 patient shall have only 1 
MSA) highlights the potential utility of MSAs in predicting 
the disease phenotype and guiding therapeutic plan for these 
patients. Therefore, large multicentric studies are needed to 
further delineate the clinical implicationsof MSAs in chil-
dren with JDM before advocating them for routine clinical 
practice.
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