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LETTER TO THE EDITOR

Spontaneous pneumomediastinum and cutaneous ulcers complicated
in a patient with dermatomyositis and interstitial lung disease

Mihye Kwon

Department of Internal Medicine, School of Medicine, Konyang University, Daejeon, South Korea

In May 2020, a 42-year-old man with a
history of dermatomyositis (DM) and interstitial
lung disease (ILD) presented with several days
of sudden painful swelling in the neck and
chest. He was diagnosed as DM eight months
ago based on the positive findings on proximal
muscle weakness, lower extremity magnetic
resonance imaging (MRI) scans, muscle enzyme
elevation, electromyography (EMG) and muscle
biopsy findings with typical facial rash. He was
treated with methotrexate (20 mg/week) and
prednisolone 20 mg/day. The anti-Jo-1 was
negative, while anti-melanoma differentiation-
associated gene-5 (MDADb), and anti-Ro52
antibody were positive. Vital signs were stable and
laboratory results were unremarkable. On physical
examination, crepitus was palpable around his
neck, and ulcers were observed on the Rt.
hand and elbow (Figure 1la, b). High-resolution
computed tomography showed subcutaneous
emphysema and pneumomediastinum without
aggravation of previous ILD (Figure 1c). After
administering intravenous methylprednisolone
1 mg/kg/day, pneumomediastinum and
subcutaneous emphysema improved rapidly, and
he was discharged on Day 12. However, a relapse
occurred within one week, and he received the

same dose of intravenous steroid with additional
cyclosporine. Pneumomediastinum completely
resolved (Figure 1d) and digital ulcers considerably
subsided. The patient has been followed for
10 months without any relapse.

Pneumomediastinum is a rare complication
of DM, and its development has been associated
with amyopathic dermatomyositis (ADM), ILD,
anti-MDAS5 antibody, and particularly with
cutaneous ulcers.'? In a case report, the authors
reviewed 15 cases of pneumomediastinum and
suggested that it was a complication of DM,
but not of pneumomediastinum.® The authors
concluded that vasculitic activity associated with
interstitial pneumonitis should be kept in mind
in case of spontaneous pneumomediastinum,
particularly in young patients with recent disease
and cutaneous vasculopathy. Pathogenesis of
pneumomediastinum in DM has been considered
strongly associated with ILD that one hypothesis
is that alveolar rupture secondary to distortion
of architecture with an increased intra-alveolar
pressure in severely fibrosed lung causes
pneumomediastinum. The other one is that
pneumomediastinum may develop due to the
air leakage secondary to vasculitis.*®> Cutaneous
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plaque was seen and papules were seen on knuckles (arrows). (b) A 1x1 cm-sized deep ulcer
with skin papule on the Rt. elbow. (c) Initial HRCT showed air lucency in the mediastinum
indicating pneumomediastinum (red arrow) and subcutaneous emphysema (red arrow heads).
(d) Follow-up HRCT at discharge showed resolution of pneumomediastinum.

HRCT: High-resolution computed tomography.

ulcers are well-known manifestations of
vasculopathy and are more frequently associated
with pneumomediastinum in DM, regardless
of ILD.*® Additionally, anti-MDA-5 antibody,
a subset of muyositis-specific antibodies known
to be related to rapidly progressive ILD, is
significantly associated with pneumomediastinum
and vasculopathy.? Another report has shown its
possible association with vasculopathy via type 1
interferon.® Pneumomediastinum in DM attributes
to significantly high mortality and aggressive
immunosuppressive therapy with steroids, and
cyclosporine or cyclophosphamide should be
considered.!®

In conclusion, patients with DM and ILD
who develop new-onset chest pain, particularly
with accompanying cutaneous ulcers, should be
urgently examined for pneumomediastinum and
treated aggressively.

Declaration of conflicting interests

The author declared no conflicts of interest with
respect to the authorship and/or publication of this article.

Funding

The author received no financial support for the
research and/or authorship of this article.

REFERENCES

1. Ma X, Chen Z, Hu W, Guo Z, Wang Y, Kuwana M,
et al. Clinical and serological features of patients
with dermatomyositis complicated by spontaneous
pneumomediastinum. Clin Rheumatol 2016;35:489-93.

2. Yamaguchi K, Yamaguchi A, Itai M, Kashiwagi C,
Takehara K, Aoki S, et al. Clinical features of patients
with anti-melanoma differentiation-associated gene-
5 antibody-positive dermatomyositis complicated by
spontaneous pneumomediastinum. Clin Rheumatol
2019;38:3443-50.



138

3.

Neves Fde S, Shinjo SK, Carvalho JF, Levy-Neto M,
Borges CT. Spontaneous pneumomediastinum and
dermatomyositis may be a not so rare association:
Report of a case and review of the literature. Clin
Rheumatol 2007;26:105-7.

Kono H, Inokuma S, Nakayama H, Suzuki M.
Pneumomediastinum in dermatomyositis: Association
with cutaneous vasculopathy. Ann Rheum Dis
2000;59:372-6.

Chan CWS, Chung HY, Lau CS, Tsang
HHL. Spontaneous pneumomediastinum in a

Arch Rheumatol

dermatomyositis patient with anti-melanoma
differentiation-associated  gene-5 antibody
and interstitial lung disease despite an initial
response to immunosuppressant. Int J Rheum Dis
2019;22:521-4.

Ono N, Kai K, Maruyama A, Sakai M, Sadanaga Y,
Koarada S, et al. The relationship between type 1
IFN and vasculopathy in anti-MDAS antibody-positive
dermatomyositis patients. Rheumatology (Oxford)

2019;58:786-91.



