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Key message

When a patient with Behget disease presents with haemoptysis, pulmonary

vascular involvement should be considered.
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Clinical Image

A 36-year-old Japanese female with a seven-year history of
Behget disease (BD) presented with cough and
haemoptysis. High-resolution computed tomography
(CT) showed multiple opacities in the right lung that were
refractory to antibiotics (Fig. 1A). Bronchoalveolar lavage
fluid (BALF) from the right lower lobe was mildly bloody
with haemosiderin-laden macrophages, suggesting vascular
involvement. CT angiography and perfusion scintigraphy
revealed complete occlusion of the right pulmonary artery
(PA) (Fig. 1B, C). Fluorodeoxyglucose—positron emission
tomography-CT showed uptake in the thickened walls of
the aorta and its branches. Deep venous thrombosis was
not detected with contrast-enhanced CT and ultrasonogra-
phy, and serum p-dimer level was normal. These vascular
lesions were diagnosed as the arterial involvement of BD
because she had typical oral, genital, and skin manifesta-
tions of BD for years. She had HLA-A*26/A*33 and B*39/
B*44, and was negative for B*51 but positive for A*26,
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both of which are associated with BD. The bloody BALF
was considered to be caused by pulmonary infarction.
After four weeks of treatment with 45 mg/day of predniso-
lone, inflammation of the aorta and its branches was
improved, whereas the right PA occlusion was unchanged.
Vascular involvement was reported in approximately 10%
of patients with BD [1], and the aorta and PAs were
shown to be affected in 7.6% and 19% of vascular BD
patients, respectively [2]. As arterial involvement is associ-
ated with a lower long-term survival rate among BD
patients, early detection of such lesions is important in
order to start appropriate treatment and improve the long-
term prognosis.
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Figure 1. (A) High-resolution computed tomography (CT) of the chest showed multiple consolidations (arrowheads) and ground-glass opacities with
interlobular septal thickening and decreased pulmonary vessel shadows in the right lung. (B) CT angiography showed complete occlusion of the
right pulmonary artery (red arrow). (C) Perfusion scintigraphy revealed a perfusion defect of the right lung (dotted outline).
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