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[image: ]Fig. 1 Contrast-enhanced computed tomography images of the aorta

A 16-year-old boy with Williams syndrome, previously diagnosed by using fluorescence in situ hybridization, was observed to have different pulse intensities in his radial arteries, with the left radial artery pulse being weaker than the right radial artery pulse (blood pressures in the right and left brachial arteries, 128/66 and 116/58 mmHg, respectively). He previously presented with hypertension (blood pressure in the right brachial artery, 156/80 mmHg), which was effectively treated and controlled with candesartan (blood pressure in the right brachial artery, 130/88 mmHg). His hypertension was considered to have been caused by arteriopathy and not by renal hypoperfusion because no stenosis was observed in the renal arteries on abdominal ultrasonography (data not shown) and his plasma renin activity (2.1 ng/[mL·h]) was within the normal range (0.2–2.7 ng/[mL·h]). At first, magnetic resonance imaging (MRI) was considered, but because of his inability to cooperate in examinations that require a long time, contrast-enhanced computed tomography (CT), which requires a much shorter time, was performed instead. Contrast-enhanced CT of the aorta and subclavian arteries was performed, revealing diffuse narrowing of the left subclavian artery (Fig. 1(A)) and the entire descending aorta (Fig. 1(B)). There was no thickening of the aortic wall (Fig. 1(C)).No stenosis was observed in the supravalvular aortic region or the pulmonary arteries (data not shown).
In Williams syndrome, haploinsufficiency due to a deletion of chromosome 7q11.23, which involves the elastin gene, ELN, is implicated.1) Elastin arteriopathy is generalized and may affect virtually any artery. Arteriopathy frequently occurs; therefore, monitoring patients for arteriopathy and hypertension is important.2) To evaluate the status of systemic arteries, MRI is desirable because it confers no radiation exposure. However, if the patient tends to be uncooperative in examinations that require a long time and a wide range of systemic arteries need to be examined, contrast-enhanced CT is helpful in the evaluation of possible stenosis in the aorta and other arteries because it is noninvasive and easy to perform, especially in an outpatient setting.
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[image: ]Fig. 1 Contrast-enhanced computed tomography images of the aorta

(A) A contrast-enhanced computed tomography scan showing the aortic arch and its branches. Diffuse stenosis can be observed in the left subclavian artery (arrows). The sizes of the left and right subclavian arteries are compared. (AA, ascending aorta; BCA, brachiocephalic artery; RSCA, right subclavian artery; RCCA, right common carotid artery; LCCA, left common carotid artery; LSCA, left subclavian artery; DA, descending aorta). (B) A contrast-enhanced computed tomography scan showing the entire aorta. Diffuse and long stenosis can be observed in the entire descending aorta (arrows). The diameter of the ascending aorta (24.9 mm) is normal (mean normal diameter, 23.0 mm),3) whereas the diameter of the descending aorta (8.2 mm) is significantly smaller than the mean normal diameter (17.1 mm).3) (AA, ascending aorta; DA, descending aorta). (C) A contrast-enhanced computed tomography scan (axial view) at the lower thoracic level showing no thickening of the aortic wall. (DA, descending aorta; IVC, inferior vena cava) (R, right; L, left indicate the orientation.)



