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Primary sarcoma of an abdominal aortic aneurysm
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Abstract

Primary tumors of the aorta are extremely rarethaddiagnosis is made most often after surgerytopsy.
Because clinical symptoms of abdominal sarcomaiangar to those of occlusive or aneurysmal disgaeetic
sarcomas are frequently mistaken for these lesibims.imaging findings are frequently nonspecifid an
therefore do not allow a definitive preoperativagtiosis. We report a case of an epithelioid angiosaa in the
vessel wall of an abdominal aortic aneurysm.
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Primary tumors of the aorta are extremely rareanubst always malignant. Most aortic tumors areroft
confused for occlusive or aneurysmal atheroscletetiions and are diagnosed mainly after surgeautopsy.
We report a case of an epithelioid angiosarcontharvessel wall of an abdominal aortic aneurysmARMA

Casereport

A 50-year-old man was referred to our departmett wiknown AAA that was 46 mm in diameter and a wal
thrombus diagnosed by abdominal computed tomogrépiiy Fig. 1A,B). The patient complained of left
intermittent claudication, lumbar pain, sexual ingwe, and significant weight loss (25 kg) in theceding
year. These physical problems were associatedpsitbhological disorders. Aortography confirmed the
diagnosis of a small aneurysm with subocclusiothefleft common iliac artery (Fig. 1C). An irregufglaque
of the infrarenal aorta was also observed. Aotigery was done to alleviate the occlusive lesifibe iliac
artery and the small AAA. Aortotomy revealed an sunal cystic wall thrombus at the level of the tarahiaorta
and left common iliac artery. A sample of the thbus including the aortic wall was excised for Histc
analysis. An aortobiiliac bifurcated graft was irisd.

The histologic investigation showed irregular, potyrphic large cells grouped in poorly cohesive shéfeig.
2). Atypical mitotic figures were observed. Thestiscshowed positive immunohistologic staining ¥omentin,
CD31, CD34, and factor VIII but were negative fpiteelial markers and smooth muscle actin. Thisgpatwas
suggestive of an epithelioid angiosarcoma.

Postoperatively, a whole-body positron emissiondgraphy, scintigraphy and CT were performed tocetor
a primary lesion and potential metastasis. Intéseine 18 fluorodeoxyglucosé’F-FDG) uptake was
observed at the level of the terminal aorta arti@tevel of right and left femurs, iliac arterydavertebral body
(Fig. 3). CT and scintigraphy demonstrated seugtial lesions in the bones of the lower part of Hoely
(vertebral body L4, right and left iliac bones, rsan, neck of the right femur, patella, and conadyfi¢he left

iliac bone). These osteoclastic lesions and sow&@rs were suggestive of metastases.

Discussion

Fewer than 140 aortic sarcomas have been repaortbe iiterature, with only 10 defined as angiosara of the
infrarenal aorta [1-3]. The median survival ratgafients with aortic sarcomas has been reported
months, which was explained by a late diagnosisbined with inadequate surgical resection [1]. Thhaging
findings are frequently nonspecific and in mostllied cases did not allow a definitive preopemtiiagnosis.
This requires immunohistologic examination of theor or peripheral emboli. These procedures help @l
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establish a differential diagnosis between maligaaud reactive processes. In our case, exprestiob31,
CD34, and factor VIII confirmed the endothelialfdientiation of the tumoral cells. Despite thesmteques,
histologic definition of large vessel tumors rensagallenging. As a consequence, large vessel agoplhave
been classified according to their localizationhivitthe aortic wall [4]. Tumors of the media or adtitia, also
called mural tumors, may appear like aneurysmsasses. Tumors involving the intima grow into thetiao
lumen and are seen as vascular occlusions, whieteglsiminal tumors grow as polypoidal masses witibolic
potential.

Fig. 1. TransverseTop left) and sagittal Top right) CT scans show an aneurysm of the infrarenal aoita w
parietal thrombusBottom Aortogram displays a small aneurysm of the abdoh@oaa with subocclusion of
the left common iliac artery. An irregular stenofilaque was also observed at the level of the teah@orta
and left common iliac artery.

Patients with abdominal aortic tumors may develapdication, fatigue, back or abdominal pain, weighks, or
decreased peripheral pulses. Because some ofsyegoms are similar to those of occlusive or aysual
disease, primary aortic tumors are frequently rkestefor these lesions [4, 5]. In our case, we eeldhe
intermittent claudication and sexual impotencehmitiac occlusion and the weight loss to the psimgical
problems related to sexual impotence. In retrospeetrealized that the AAA appearance on aortograyds
atypical. Intraluminal protrusive vegetations withaigns of atherosclerotic plague were observedeglevel of
the terminal aorta and left common iliac arteryg(HiC), but CT showed no calcification of the aowtiall (Fig.
1A,B). Angiographic distinction of an intraluminadalignancy from thrombus or atheroma can be diffficie
failed to recognize this rare entity preoperativehyl intraoperatively, so our surgical approach was
inappropriate. Ideally, adequate management is axdésion of the aortic wall and of the periaogaft tissues.
It should be kept in mind that, when a thrombusl®mogeneous with protrusive vegetations and tiseme
atherosclerosis, a neoplastic lesion should beidered.

Ultrasound, CT, magnetic resonance imaging, anchetagresonance angiography have been used toatiagn
aortic sarcomas [1, 6-9]; however, the correct niiesgs has rarely been made. To our knowledgeisttie
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second report to document the use of conventiarrébgraphy for diagnosing an intimal sarcoma ofabeta
before autopsy. Silverman et al. [10] reportedsea# primary intraluminal myxoma at the level loé t
ascending aorta. However, there was no referenaeyt@rotrusive vegetation in absence of atherostite
plague. Recently, using contrast-enhanced CT arepby, Hagspiel et al. [3] described a primarynai
abdominal aorta sarcoma.

Ideally, adequate management is wide excisionefthrtic wall and of the periaortic soft tissueafdstunately,
most aortic sarcoma have already metastasizeagnalis.

Primary sarcoma in the wall of an AAA is extremedye but the prognostic importance of this findéugports
routine examination of vascular pathology. The ifiigd on conventional aortography, of an inhomogeseo
thrombus with protrusive vegetations without sighatherosclerotic plaque should raise suspicicrs @he
nature of the lesion. In selected cases, additiomading, such as PET, may be helpful in the diagnof such
neoplastic lesions of the aortic wall.

Fig. 2. Irregular polymorphic cells grouped in poorlytoesive sheets. Atypical mitotic figures are also
observed. Hematoxin and eosin, original magnifmat250x.

Fig. 3. PET scan shows inten¥&-FDG uptake at the level of the terminal aortartar) and at the level of the
right and left femur and iliac artery.
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