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Abstract
Eosinophilic granulomatosis with polyangiitis (EGPA) usually presents as a systemic vasculitis
of small- and middle-sized blood vessels. There has been no report of this disorder
accompanying aortic involvement. A 61-year-old woman with EGPA was admitted to the
hospital because of type B aortic dissection. She was treated medically, and the lesion did not
worsen during her hospitalization. EGPA can present as aortic involvement, and conservative
treatment is useful in managing this condition. Clinicians should be aware of the possibility of
aortic involvement in patients with EGPA who have sudden back pain.
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Introduction
Eosinophilic granulomatosis with polyangiitis (EGPA) is a systematic vasculitis of the small
vessels and is characterized by the expression of myeloperoxidase antineutrophil cytoplasmic
antibody (MPO-ANCA). EGPA was defined in the 2012 International Chapel Hill Consensus
Conference as a necrotizing vasculitis affecting small- to medium-sized vessels and is
associated with asthma and eosinophilia [1]. It is believed that large vessels such as the aorta
are rarely affected by EGPA. To the best of my knowledge, this is the first report of a patient
with EGPA who developed aortic dissection, which was successfully managed by conservative
treatment.
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A 61-year-old Japanese woman was admitted to our hospital after the sudden onset of severe
back pain. She had been diagnosed with EGPA seven years before, based on bronchial asthma,
rapidly progressive glomerulonephritis, peripheral neuropathy, eosinophilia, and positive
MPO-ANCA. The EGPA had been in remission following treatment with 10 mg of oral
prednisolone daily. She had been known to have hypertension because of EGPA, which was
under control with antihypertensives. Her medical history was otherwise unremarkable. On
admission, her blood pressure was 199/107 mmHg, with a regular pulse rate of 87 bpm.
Laboratory data were as follows: white blood cell count 24,400/μL, hemoglobin 11.9 g/dL,
platelet count 183,000/μL, serum creatinine 1.82 mg/dL, and C-reactive protein 0.25 mg/dL.
Precontrast CT scans revealed dissection of the descending aorta (Figure 1A). She was
diagnosed with type B aortic dissection, and intravenous nicardipine and bisoprolol
transdermal patches were administered. Her systolic blood pressure was kept below 120 mmHg,
and her heartbeat was kept below 70 bpm [2]. She also started to take 15 mg of oral
prednisolone daily as a steroid cover. She undertook rehabilitation, and her aortic dissection
did not worsen during her hospitalization (Figure 1B). She was discharged on the 24th hospital
day and prescribed oral nifedipine, losartan, carvedilol, and 12.5 mg of prednisolone daily.
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FIGURE 1: Precontrast CT scans of the aorta
(A) The descending aorta was dissected (arrow). (B) The aortic dissection did not worsen during
the hospitalization (arrow).

Discussion
EGPA, formerly known as Churg-Strauss syndrome, is a necrotizing vasculitis predominantly
affecting small- to medium-sized vessels and is associated with asthma and eosinophilia,
according to the proposal in the Chapel Hill Consensus Conference in 2012 [1]. Based on this
proposal, microscopic polyangiitis (MPA) and granulomatosis with polyangiitis (GPA) also
involve small-sized vessels and are associated with ANCA positivity. Our patient was diagnosed
with EGPA seven years before the onset of aortic dissection, based on the following symptoms
and laboratory data: bronchial asthma, rapidly progressive glomerulonephritis, peripheral
neuropathy, eosinophilia, and high titers of serum MPO-ANCA.
EGPA rarely involves large vessels such as the aorta. Although there have been some cases of
EGPA in which a coronary artery aneurysm developed, there has been no report of aortic
involvement [3,4]. Contrarily, aortic involvement has been reported in patients with MPA and
GPA [5-8]. Of note, GPA-related aortic involvement has presented as aortic wall inflammation,
histologically [5]. Although the underlying mechanism is unknown, it seems likely that
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inflammatory and ischemic changes caused by small vessel vasculitis can injure the aortic wall,
resulting in aortic aneurysm and dissection.
Conservative treatment using antihypertensive agents and steroids was sufficient to manage
aortic dissection accompanied by EGPA. Type B aortic dissection can generally be managed
conservatively by long-term blood pressure and imaging surveillance [2]. Most patients with
aortic involvement accompanied by MPA and GPA have undergone endovascular or surgical
interventions [5,7,8]; however, Skeik and colleagues advocated the effectiveness of
immunosuppressants for aortitis caused by ANCA-associated vasculitis [6].

Conclusions
EGPA can present as aortic involvement, and conservative treatment was sufficient in
managing this condition. We must be aware that EGPA can cause aortic involvement, as well as
cardiac involvement. Conversely, some cases of EGPA may remain unrecognized in patients
with aortic aneurysm and dissection. Further reports should be accumulated to determine
whether EGPA-related aortic involvement may be present much more frequently and whether
conservative treatment may be sufficient to cope with this condition.
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