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Spontaneous Pneumothorax: A rare complication of ANA negative pediatric Systemic
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Systemic Lupus Erythematous (SLE) is a chronic
multisystemic disease and a number of pulmonary
complications including pleuritis, infectious pneumonia,
pulmonary hemorrhage, pulmonary hypertension and
pneumothorax are known to occur in these patients.
(1). Of these well known complications, spontaneous
pneumothorax is rare to occur in pediatric patients.
(2) An 8 years old girl, suffering from SLE presented
with cough for 2 days, sudden onset right sided chest
pain and breathlessness. Her chest X ray before onset
of breathlessness was normal and she was on oral
antibiotics for past 2 days. She was diagnosed to have
SLE one year ago, when she presented with symptoms
of low grade fever, joint pains, pallor, oral ulceration,
photosensitivity without involvement of lung. ANA was
negative but anti dsDNA done by immunofluorescence
was positive. She met 6 out of 11, ACR (American college
of Rheumatology) revised classification criteria for SLE.
(2) In view of diffuse proliferative glomerulonephritis on
renal biopsy, she was started on NIH (National institute
of health) protocol of monthly methyl prednisolone
and cyclophosphamide pulse therapy for management
of SLE nephritis (3) and was on regular follow up. On
current admission, she was afebrile, but had respiratory
distress (respiratory rate – 48/min). Examination of
chest revealed decreased air entry on right side. Chest
X-ray showed right sided pneumothorax with collapse
of underlying lung. Immediate chest tube insertion
and pneumothorax evacuation was carried out. There
was no evidence of any underlying chest infection and
underlying lung functions were also normal. Gradually
her lungs expanded and chest tube was also removed.
She was kept on regular follow up and she never had
recurrence of pneumothorax.
Although pulmonary involvement in SLE has rarely
been systematically investigated in children, pulmonary
involvement is reported to be 5 to 67% in few studies.
(4) All parts of pulmonary system can be involved,
but out of all these complications, spontaneous
pneumothorax has not been reported in pediatric SLE
in literature. A number of putative mechanisms have
been presented. It has been proposed that underlying
pneumonitis predisposes to pneumothorax either
by formation of macroscopic blebs or by causing
microscopic involvement of pulmonary parenchyma
in form of infarction. (5) In general glucocorticoids
have antagonistic effect on collagen deposition during
wound healing, resulting in tissue fragility. (6) On the
other hand, it has been reported that few patients
with various systemic disorders, who are treated with
cyclophosphamide develop late onset lung disease
complicated by pneumothorax. But this was not the
case with our patient, who had received only two cycles
of cyclophosphamide therapy prior to pneumothorax.
Review of literature identified total 11 cases of SLE
complicated by pneumothorax in adults of which 10 had
evidence of underlying parenchymal lesions including
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9 who had evidence of pleurisy. Ten out of 11 patients
had received glucocorticoid therapy for at least 3 weeks
before the occurrence of pneumothorax. (7) Literature
review revealed primarily four factors contributing to
pneumothorax that include underlying immune process
of disease, lung infections, role of glucocorticoids and
cyclophosphamide therapy. Tissue fragility caused
by these might contribute to pneumothorax in these
patients. Therefore in this case, disease process itself
contributed to the formation of pneumothorax probably
potentiated by the glucocorticoid and cyclophosphamide
therapy.
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