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A B S T R A C T 

 

Introduction 

 

Tuberous sclerosis (TS) is an autosomal dominant disease arising from 

genetically programmed hyperplasia of ectodermal and mesodermal 

cells and manifested by a variety of lesions in the skin, central nervous 

system, heart, kidney, and other organs, affecting children and adults [1]. 

The association between abdominal aortic aneurysm (AAA) and 

tuberous sclerosis is rare. Diagnostic noninvasive vascular evaluation 

must include ultrasound, magnetic resonance angiography and computed 

tomography [2, 3]. We present 3-year-old girl with a pulsatile abdominal 

mass in the pediatrician´s medical review. An abdominal evaluation 

showed a 6cm infrarenal AAA. We present our experience on the open 

repair of AAA in a girl with TS. 

 

Case Report 

 

A 3-year-old girl with normal growth and development with history of 

partial seizures and no significant medical history nor a familiar history 

of TS, was found a pulsatile abdominal mass during the endocrinologist 

review for premature thelarche. On admission her height was 91cm, 

body weight 12kg, heart rate 130 bpm, body temperature 36.7ºC and 

blood pressure 94/63. Blood examination did not reveal any 

abnormalities. The brain magnetic resonance demonstrated calcified 

intracranial lesions (Figure 1). Cardiac evaluation revealed a myocardial 

mass in the papillary muscle (Rhabdomyoma). Abdominal computed 

tomography showed a big infrarenal saccular aneurysm measuring 68,1 

x 52,5 x 54,6 mm (Figure 2). The aortic bifurcation was not involved.  

 

Surgical intervention was performed through a midline laparotomy 

revealing a 50 mm infrarenal aneurysm (Figure 3). With 1mg/kg IV 

heparin the girl underwent surgery consisting of infrarenal aorta aortic 

interposition of a 14mm Dacron tube graft (Figure 4), the rest of the 

abdominal aorta and the aortic bifurcation were left with normal 

diameters (7-8 mm). No complications were reported during the 

procedure. Her postoperative course was uneventful, and the patient was 

discharged on the fifth day. The girl recovered rapidly and returned to 

normal life. Anti-platelet therapy was used after AAA repair because of 

the large size of the graft. Histological examination of the excised aortic 

wall revealed fibrosis and calcification. Frequent follow-ups with 

ultrasounds showed no alterations.  

The tuberous sclerosis complex is a multisystem disorder affecting children and adults. The association 

between abdominal aortic aneurysm and tuberous sclerosis is rare. We present 3-year-old girl with a 

pulsatile abdominal mass in the pediatrician´s medical review. An abdominal evaluation showed a 6cm 

infrarenal abdominal aortic aneurysm. The patient underwent open repair with a 14-mm Dacron tube graft. 

The histological examination revealed connective tissue proliferation, fibrosis, and calcification of the aortic 

wall. Frequent follow-ups with ultrasounds showed no alterations. Due to the high risk of rupture, early 

surgical repair is the first-line therapy. 
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Figure 1: Brain MR. Calcific lesion in the right frontal lobe.  

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

Figure 2: Angio CT. 3D Volume rendered image demonstrate an 

infrarenal aneurysm.  

 

 

 

 

 

 

 

 

 

 

 

 

Figure 3: Surgical findings 50mm abdominal aortic aneurysm. 

 

 

 

 

 

 

 

 

 

 

 

Figure 4: Infrarenal aorta aortic interposition of a 14mm Dacron tube 

graft. 

Discussion 

 

Tuberous sclerosis complex is a genetic disorder with autosomal-

dominant inheritance; it is common in children. A variety of organs is 

frequently affected. The association between TS and aortic aneurysms is 

rarely observed, however, when presented it can be potentially risky. 

Aortic aneurysms in patients with TS are frequently missed, the 

diagnosis is usually incidental or after aneurysm rupture. 

 

Open repair with interposition of an aorta aortic graft is the most direct 

surgical approach to treat this condition. In children, it is recommended 

the largest possible graft to allow proper vascular growth. Oversizing 

graft is one of the most important techniques [4-8]. Anticoagulation or 

anti-platelet therapy is difficult to conclude if it is necessary to use it, 

due to limited experience reported [3]. However, in our center based on 

our experience in adults’ cases undergoing Dacron vascular tube 

interposition surgery and Blalock-Taussig Shunt and Rastelli conduit 

surgeries in children, we propose following anti-platelet therapy for 1 

year until the graft heals. Long-term follow-up is mandatory after this 

surgical intervention. 

 

In conclusion, patients with TS should be screened for aortic disorders 

in order to rule out aortic aneurysms due to the high risk of rupture. This 

condition should be treated by early elective open repair surgery, 

performed in specialized center. Long-term follow-up is mandatory after 

surgical intervention.  

 

Consent 

 

The patient’s parents gave written permission for anonymous 

publication of patient data and medical images. 
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