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Idiopathic inflammatory myopathies (IIMs) are a group of

heterogeneous autoimmune disorders characterized by mus-

cle weakness, elevated serum muscle enzymes, electro-

myographic abnormalities, and inflammation in skeletal

muscles. Autoantibodies are identified as either myositis-

associated autoantibodies (MAAs) or myositis-specific

autoantibodies (MSAs) in more than 50% of patients with

IIMs. It has been demonstrated that these MSAs/MAAs are

extensively correlated with specific clinical characteristics of

patients with IIMs.

Signal recognition particle (SRP) is a cytoplasmic RNA

protein that plays an important role in regulating protein

translocation across the endoplasmic reticulum mem-

brane (1). Anti-SRP antibody was first reported by Reeves et

al. in patients with typical polymyositis (PM) (2) and is

found in the serum of approximately 10% of patients with

PM/dermatomyositis (DM) (3). Furthermore, it has been

shown that anti-SRP antibody is significantly associated

with severe necrotizing myopathy, with patients rapidly de-

veloping progressive muscle weakness within months, and

anti-SRP antibody is now recognized as a marker of a ne-

crotizing myopathy (4).

Interstitial lung disease (ILD) is frequently associated

with IIMs, and the prevalence is reported to range from 20-

78% (5). Because ILD significantly contributes to the mor-

bidity and mortality in patients with IIMs, it is important to

clarify the clinical characteristics of ILD in such patients.

In this issue of Internal Medicine, Kusumoto et al. re-

ported a patient with anti-SRP antibody in whom necrotiz-

ing myopathy developed after the onset of ILD. They ad-

ministered immunosuppressive therapy and intravenous im-

munoglobulin, which were effective for ILD and myopa-

thy (6). Although the frequency of ILD is considered low in

patients with anti-SRP antibody, a recent study by Suzuki et

al. analyzing 100 Japanese patients with the antibody

showed a relatively high frequency of up to 20% of ILD,

which does not differ markedly from that of PM/DM (7).

Those results showed the clinical significance of ILD in pa-

tients with anti-SRP antibody, as well as in those with other

IIMs, such as antisynthetase syndrome (ASS).

ASS, an IIM with anti-aminoacyl-tRNA synthetase anti-

bodies, including anti-Jo-1 antibody, is characterized by

myositis, arthritis, and ILD, with or without Raynaud’s phe-

nomenon, a fever, or mechanic’s hands. Recent evidence has

shown that the frequency of ILD is high in ASS patients

(70-95%) (8), and an isolated myositis, isolated arthritis, or

ILD may occur in up to 50% of patients. Furthermore, the

ex novo appearance of further manifestations during the

follow-up is common among these patients (9). These re-

sults indicate that ASS can appear as isolated ILD, and a di-

agnosis of ASS should be considered even without myositis.

Merlo et al. recently proposed the term ‘anti-SRP antibod-

ies syndrome’, which is a rare form of immune-mediated

necrotizing myositis, clinically characterized by a sudden

motor deficit, progressive muscle weakness, occasional car-

diac involvement, and an increase in the levels of serum

muscle enzymes (10). However, cardiac involvement has not

been observed in large cohorts (7), and ILD has not been

the focus in cases of anti-SRP antibodies syndrome.

Although there are few detailed reports on ILD in patients

with anti-SRP antibody, the major computed tomography

findings are ground glass attenuation, which is commonly

bilateral and symmetrical with subpleural predominance, ir-

regular linear, reticular opacities, and traction bronchiecta-

sis (7). The histological findings are temporally homogene-

ous alveolitis and interstitial fibrosis (11). These are consis-

tent with a non-specific interstitial pneumonia pattern. While

no standard treatment for ILD has been established, im-

munosuppressive treatment, which is generally resistant to

muscular lesions, is reported to be effective (12).
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Since ILD significantly contributes to the morbidity and

mortality in patients with anti-SRP antibodies syndrome, as

well as other IIMs, it is necessary to clarify the detailed

clinical characteristics of ILD in order to improve the prog-

nosis of such patients.
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