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Introduction

Aortitis involving the coronary arteries is rare [1,2]. Affected
individuals may develop myocardial ischaemia due to stenosis
of the coronary ostia and/or aortic valve (AV) regurgitation. We
report a case of recurrent ostial coronary artery lesions in a young
woman.  


Case
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Figure A:Coronary angiogram showing ostial LMS artery
stenosis (arrow)




A 27-year-old Caucasian lady was admitted with chest pain at
rest suggestive of myocardial ischemia. Clinical examination was
normal. The electrocardiogram showed lateral T-wave inversion.
High-sensitivity troponin T level was elevated at 18ng/L
(99thcentile 13ng/L). The CRP was 32mg/L and normalised within
24 hours. Echocardiography showed anterior wall hypokinesia
with good left ventricular function and a normal AV. She was
treated with aspirin, clopidogrel and enoxaparin. Coronary angiography showed severe ostial left main stem (LMS) artery
stenosis (Figure A) but otherwise normal coronary arteries.
Magnetic resonance imaging (MRI) showed a structurally normal
aorta and branch aortic vessels, with no evidence of inflammation.
She had a background of a seronegative inflammatory polyarthritis
with uveitis, both of which were quiescent. An autoantibody
screen, C3/C4 complements levels, syphilis and virology screen
were normal.


Coronary artery intravascular ultrasound (IVUS) confirmed
ostial luminal narrowing of the LMS artery due to adventitial
constriction rather than atheroma. A drug-eluting stent (DES) was
implanted. The initial diagnosis was that of a localised aortitis but
steroids were not initiated given her lack of systemic symptoms,
normal inflammatory markers and absence of vasculitis
elsewhere.  
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Figure B: Cardiac magnetic resonance imaging of the aorta
showing thickened aortic root at level of Sinus of Valsalva (arrow)
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Figure C:  Macroscopic findings of thickened aortic root at time
of cardiac surgery (arrow)
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Figure D:  Haematoxylin and eosin stain at 4x magnification
showing intimal proliferation with lymphocytic infiltration (arrow)
multinucleate giant cells (black square).




Over the next 18 months, this lady presented twice with
worsening angina. On the first occasion, the LMS artery stent
was patent and a new ostial RCA stenosis was seen. IVUS
showing adventitial disease and the RCA stenosis was treated
with a DES. On the second occasion, there was severe in-stent
re-stenosis of both the LMS and RCA stents. Echocardiography
demonstrated moderate AV regurgitation with cusp thickening.
An MRI showed focal aortitis and a thickened aortic root (Figure B).
 She underwent coronary artery bypass grafting (CABG) and
replacement of the AV and aortic root. Intra-operatively, the aortic
root was thickened with an inflamed adventitia, in keeping with
an aortitis (Figure C). Histology showed 
mixed inflammatory cell influx and multinucleate giant cells (Figure D), consistent with
Giant Cell Aortitis with involvement of the AV. 


 Post-operative Positron-Emission Computed Tomography
(PET-CT) showed localised uptake proximal to the aorta-graft
anastomosis, but no other vascular involvement. Corticosteroids
were commenced (Prednisolone 0.5mg/kg) with Methotrexate.
Six months later, the steroids have been discontinued and she
remains well and symptom-free on methotrexate. 



Discussion


While isolated ostial coronary artery stenoses are rare and
can be due to atherosclerosis, other causes should be considered.
These include aortic wall disease due to previous radiotherapy,
syphilis and inflammatory aortitis (idiopathic giant cell, Takayasu’s
arteritis, rheumatoid arthritis and ankylosing spondylitis).
Typically inflammatory aortitis patients are older (>55 years) and
present with easily recognisable aortic involvement - aneurysms,
stenosis, dissection or AV regurgitation [3]. 


Unusually, this lady presented with isolated coronary artery
stenosis, without initial aortic involvement. Her histology was
consistent with Giant Cell Aortitis, which is an idiopathic proximal
aortitis. PET-CT failed to show widespread vascular involvement
and her inflammatory markers were near normal on initial and
subsequent presentations, going against an active inflammatory
process. 


Definitive management includes coronary revascularisation
and replacement of diseased aortic tissue. Stenting may not
be the correct strategy because active aortitis may lead to
restenosis. CABG should use internal mammary arteries when
possible for longevity and to avoid the insertion of vein grafts in
to possibly inflamed aortic tissue. Evidence to support the use
of immunosuppressive drugs in this condition is sparse. They
are often used pragmatically to limit the risk of post-surgical
recurrence. Their long-term benefit is uncertain [4,5].



Learning Points for Clinicians

This case highlights the importance of considering an
alternative cause, such as an inflammatory aortitis, for ostial
coronary disease in a young patient with few cardiovascular
risk factors. In cases of left main stem disease due to aortitis,
prompt coronary revascularisation is required and consider
immunosuppressive.
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