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Aortitis is rare, but can occur in antineutrophil cytoplasm auto-
antibody (ANCA)-associated vasculitis (AAV)1. A high titer of
proteinase 3 (PR3)-ANCA and renal involvement also suggest
AAV. Giant cell arteritis, Behçet disease, and IgG4-related
disease may account for multiple saccular aneurysms2,3,4.

A 66-year-old man presenting with persistent fever, low
back pain, and newly developed hypertension was referred
to our hospital. On admission, laboratory data showed
elevated C-reactive protein level (6.44 mg/dl) and a high titer
of PR3-ANCA (53.0 IU/ml), while other specific antibodies
were negative. Urinalysis revealed microhematuria, protein-
uria (0.91 g/gCre), and elevated N-acetyl-β-D-glucosa-
minidase level (20 IU/ml), which indicated renal impairment.
Because serum creatinine did not increase, kidney biopsy was
not performed. Contrast-enhanced computer tomography
depicted the wall thickening of multiple saccular aneurysms
in the thoracic and abdominal aorta (Figure 1) and of the
stenosed renal artery.

Positive PR3-ANCA, urinary abnormalities, and large
vessel lesions were diagnosed as AAV. Clinical remission and
normalization of PR3-ANCA value were attained by treat-
ment with prednisolone (PSL) and intravenous cyclophos-
phamide. After tapering of PSL, aortic wall thickening and
microhematuria relapsed, accompanied by an increase of
PR3-ANCA. Retreating with high-dose PSL and rituximab
led to remission again, and allowed aortic replacement
surgery to be performed. Histopathological examination of
the resected vessel wall revealed the degenerated media and
ruptured external elastic lamina without atherosclerosis,
indicating healed aortitis. 

A high titer of PR3-ANCA was highly specific for AAV5
and no manifestations of this case were suggestive of these
disorders. This is the rare case of ANCA-associated large
vessel vasculitis, forming multiple saccular aneurysms.
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Figure 1. 3-D computed tomography angiography of the aorta on admission
shows multiple saccular aneurysms. 
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