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Abstract We present chest radiographs, echocardio-
graphic image, and selective coronary angiogram of an
18-year old patient with Hutchinson—Gilford progeria
syndrome.
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We present an 18-year-old male patient with Hutchinson—
Gilford progeria syndrome (HGPS). The patient has been
followed-up in the cardiology clinic for moderate to severe
aortic valve stenosis, systemic systolic hypertension, and
dyslipidemia. Recently the patient complained of increased
fatigue and decreased exercise tolerance. He denied any
chest pain. An electrocardiogram did not show any sig-
nificant changes. A chest radiograph showed rim calcifi-
cation of essentially the entire aorta down to the level of
the diaphragm (Fig. 1). Comparisons were made with
radiographs from 3 years earlier, when no calcifications
were seen. Echocardiography showed a thickened aortic
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valve with impaired motion (Fig. 2), severe stenosis, mild
aortic valve insufficiency, and concentric left ventricular
hypertrophy.

Due to increasing aortic valve stenosis and new symp-
toms, the patient underwent cardiac catheterization to
evaluate hemodynamics as well as the patency of his CAs.
Left and right ventricular end-diastolic pressures were 12
and 10 mmHg, respectively. There was only a mild gra-
dient across the aortic valve. Pulse pressure was signifi-
cantly increased; however, there was only mild aortic valve
insufficiency and no aortopulmonary run-offs. Selective
CA angiography showed obstruction of the left main CA
and hypoplasia of the distal left circumflex and left anterior
descending CAs (Fig. 3). The right CA was seen to have
calcification and obstruction of its ostium and proximal
segment as well as diffuse hypoplasia of the distal
segments.

Although research in the field of HGPS has shown rapid
progression, patient prognosis remains poor. Studies have
demonstrated prominent atherosclerosis and calcification of
cardiovascular (CV) structures [1], diminishing vascular
function, such as increased systemic blood pressure and
decreased vascular compliance [4], and decreasing high-
density lipoprotein cholesterol with advancing age [3].
Death results from CV complications at an average age of
13 years [3]. Although a promising clinical drug trial with
farnesyl-transferase inhibitors is underway [4], treatment
options are still limited. Review of the literature resulted in
only one report of CA bypass surgery with subsequent
percutaneous angioplasty [2]; however, treatment contin-
ues to be targeted at decreasing CV complications and
delaying myocardial ischemia. CV atherosclerotic changes
have been described previously [1-4], but extensive and
rapid calcification of almost the entire thoracic aorta is
rather rare.

@ Springer



926

Pediatr Cardiol (2010) 31:925-926

Fig. 1 Thoracic aortic
calcification (arrows) seen on
chest radiograph of an 18-year-
old patient with progeria. a
Posterior-anterior view. b
Lateral view

Fig. 2 Echocardiographic parasternal short-axis view of aortic valve
shows inhomogeneous increase in echodensity of the valve and
thickening of the leaflets
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