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Key message

Laryngo-tracheo-bronchial disease in childhood granulomatosis with pol-
yangiitis may acutely present with endobronchial small vessel vasculitis
without airway stenosis. Treatment should not be delayed in the presence
of haemoptysis as it may indicate acute pulmonary capillaritis which can
lead to fatal respiratory failure from diffuse alveolar haemorrhage.

Clinical Image

A 13-year-old male presented with two months of migra-
tory polyarthritis and two weeks of constitutional symp-
toms, haemoptysis, and exertional dyspnoea. Initial
physical examination revealed ulceration of the lip and
nasal cavity, oropharyngeal and hard palate erythematous
lesions, bilateral auscultatory fine inspiratory crackles, and
a purpuric rash. Laboratory investigations included a
haemoglobin nadir of 60 g/L, erythrocyte sedimentation
rate of 95 mm/h, cytoplasmic anti-neutrophil cytoplasmic
antibodies >2560, proteinase 3 anti-neutrophil cytoplasmic
antibodies >1000, peak urine protein:creatinine ratio of
63 g/mol, and microscopic haematuria. Chest computed
tomography revealed diffuse ground-glass and nodular dis-
ease. Flexible bronchoscopy identified several
endobronchial lesions without evidence of airway stenosis
(Fig. 1) and a subglottic biopsy revealed small vessel vascu-
litis. Bronchoalveolar lavage was positive for
haemosiderin-laden macrophages. Leukocytoclastic vascu-
litis was identified from skin biopsies and fibrinoid necro-
sis seen on lip and nasal septum biopsies. His treatment
included monthly intravenous methylprednisolone (five
pulses) and cyclophosphamide (six infusions) with plans
to transition to rituximab following a renal biopsy.

Figure 1. Left (A) and right (B–D) mainstem endobronchial ulcerations and
petechiae in childhood granulomatosis with polyangiitis seen on flexible bron-
choscopy. Submucosal lesions are seen with narrow-band imaging (A, B, D).
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Childhood granulomatosis with polyangiitis (GPA) often
presents with lung parenchymal and airway disease [1,2].
Endobronchial ulceration and petechiae have rarely been
described in childhood GPA and narrow-band imaging
confirms the submucosal microvascular lesions that are
distinct from pulmonary haemorrhage (Fig. 1). Airway dis-
ease in childhood GPA may involve endobronchial vasculi-
tis before the development of laryngo-tracheo-bronchial
stenosis.
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