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Giant dissected aortic aneurysm presenting as a superior vena cava syndrome
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Abstract:

A 47-year-old man, with a history of aortic valve replacement 28 years earlier, was admitted to the emergency department with a right cervical mass and a superior vena cava syndrome. Thoracic angio-CT revealed a giant ascending aorta aneurysm, with an intramural thrombus and dissection flap, compressing the superior vena cava. Emergency surgery was performed, confirming those findings. The dissection had ruptured but was contained by surrounding structures, creating a false-aneurysm that compressed the superior vena cava. The aneurysm was excluded and the aorta was replaced by a Dacron conduit, thereby decompressing the upper mediastinum. The patient made an uneventful recovery. 
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INTRODUCTION:

Superior vena cava (SVC) syndrome, an acute disabling entity may be originated by infectious causes, such as syphilitic aortic aneurysm and tuberculosis, malignant diseases and as a result of the widespread use of intravascular devices, such as catheters and pacemakers, currently representing 35% of all cases of the syndrome.[1] We report a case of SVC syndrome resulting from compression of the vena cava by a ruptured ascending aorta false aneurysm in a patient with previous cardiac surgery.

CASE REPORT:

A 47-year-old patient was admitted to our emergency department with a sudden appearance of a right cervical mass and non-specific thoracic discomfort. The patient had aortic valve replacement with a Bjork-Shiley mechanical prosthesis, for aortic stenosis, performed elsewhere 28 years earlier.  An aortic aneurysm, 64mm in diameter, was diagnosed 3 years ago but the patient refused surgery. He had been asymptomatic and had not maintained a regular follow-up. Upon admittance, the physical examination was notable for a right jugular vein distention and facial edema. Chest X-Ray showed a large mass in the upper right mediastinum. (Figure 1 A) Echocardiography showed a normally functioning aortic prosthesis and a large aortic aneurysm measuring a maximum of 110mm. An angio-CT scan showed an aneurysm extending from the aortic root to the arch, with an extensive mural thrombus, calcification of the intima and signs of dissection in the upper ascending aorta (Figure 1 B), compressing the superior vena cava (Figure 1 C). 
Emergency surgery was performed. After cardiopulmonary bypass was established by cannulating the femoral vein and artery, the sternum was re-entered. Once in deep hypothermic (20ºC) cardiac arrest, the aneurysm was incised longitudinally. The aortic dissection was confirmed, limited to the aortic root and middle third of the ascending aorta. There was a rupture of the posterolateral wall, contained by surrounding structures (Figure 2). The Bjork-Shiley prosthesis looked normal, with a slight pannus covering the sewing ring, which was removed. After evacuation of the large clot, the aneurysmatic segment of aorta was excluded and a 28mm Dacron conduit was anastomosed distally to the initial portion of the aortic arch. Once this was completed, cardiopulmonary bypass was restarted moving the arterial cannulation to the Dacron conduit, and the proximal anastomosis of the conduit was performed, just above the valve prosthesis, with reimplantation of both coronary arteries. After rewarming, the patient was weaned from bypass and the surgery was successfully completed. The cardiac arrest time was 19 min. 

The immediate post-operative period was uneventful and the patient was discharged home on the 7th postoperative day. Control Chest-CT no longer showed signs of aortic dissection or compression of the superior vena cava.
COMMENT:
Several points should be considered. We were not able to determine the morphology of the aortic valve prior to the initial aortic valve replacement. The presence of a bicuspid valve could not be confirmed, but an echocardiogram performed less than one year after the surgery showed that the ascending aorta measured 48mm. Given the patient’s history of epilepsy, kyphoscoliosis and esophageal varices, the possibility of a genetic syndrome, such as Ehlers-Danlos syndrome, is not dismissable, therefore a genetic study was warranted.[2][3] 
Superior vena cava syndrome is currently mostly a complication of neoplastic disease or thrombosis resulting from local manipulation with intravascular devices. In its acute form, it rapidly leads to cerebral and laryngeal edema, cerebral thrombosis, coma and death. Thus it requires an immediate diagnosis and emergency treatment. Several cases of superior vena cava syndrome as the initial presentation of acute aortic dissection have been described[4], in which the dissected aorta compresses the superior vena cava but, to our knowledge, very few of a ruptured dissected aneurysm contained by surrounding structures. In the current case, the rapid access to the most appropriate diagnostic exams allowed for immediate diagnosis and referral to surgery. Optimization of surgical and perfusion techniques, with reduction of deep hypothermic cardiac arrest time, significantly reduces neurologic complications and allows for a faster recovery period and improved prognosis.
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Figure legends:

Figure 1- Diagnostic Imaging:  A- Chest X-Ray shows a large mass in the upper right mediastinum, B- Angio-CT scan showing a giant ascending aorta aneurysm with signs of dissection; C- Angio-CT showing a giant ascending aorta aneurysm compressing the superior vena cava.
Figure 2- Operative view of ascending aorta aneurysm rupture contained by surrounding structures.
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Figure 1 B
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Figure 1 C
[image: image4.png]



Figure 2
