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Giant aneurysm of the petrous internal carotid artery in phakomatosis
pigmentovascularis: a case report
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@Abstract@®
Objective: We report a case of giant aneurysm of the petrous internal carotid artery in a young adult man
with cutaneous findings of phakomatosis pigmentovascularis (PPV), treated with endovascular trapping of
the internal carotid artery.
Case presentation: A 24-year-old male with PPV presented with headache and left abducens nerve palsy.
The skin anomaly was on the left side of his body since birth. A brain magnetic resonance imaging (MRI)
revealed a giant thrombosed aneurysm located at the petrous and extending to the cavernous portion of
the left internal carotid artery (ICA). After thorough evaluation of hemodynamic tolerance, endovascular
left ICA trapping was performed with detachable coils. The postoperative course was uneventful and the
symptoms were resolved in 3 months from embolization. At one year after the treatment, MRI showed an
obvious decrease in the size of the aneurysm.
Conclusions: PPV is a rare syndrome characterized by the association of a widespread vascular nevus with
an extensive pigmentary nevus. Though the correlation of PPV with cerebral aneurysm is still unclear,
PPV can accompany abnormalities in cerebral vessels similar to those seen in Klippel-Trenaunay syndrome
and Sturge-Weber syndrome. Furthermore, the abrupt ICA occlusion may change the hemodynamics in
the circle of Willis and these abnormal conditions may predispose patients to the formation of de novo
aneurysms at these sites. Close and continuous follow up is particularly important.
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Fig. 1
Photograph of the patient demonstrates pink patchy macules on the left side of his forehead (A, arrows), a bilateral
reticular brown nevus mixed with reddish spots on the left side of his chest and left arm (B), and on his right back at
the inferior border of the scapula (C).
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Fig. 2
Cerebral angiograms (left internal carotid artery ; ICA injection, Towne's view [Al; left ICA injection, lateral view [BI;
left ICA injection, rotational angiogram, and three-dimensional oblique view [C]) and magnetic resonance angiogram
show a giant fusiform aneurysm extending from the distal petrous segment to the cavernous segment of the left ICA
(D). A filling defect in the thrombosed portion of the aneurysm is evident (C, arrows).
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Fig. 3
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Left internal carotid anglogram shows an aneurysm in the petrous to cavernous portion. Arrows indicate the distal
occlusion segment at the cavernous portion and arrowheads indicate the proximal occlusion segment in the petrous
portion (A). Angiogram immediately after embolization shows the coil casts in the left internal carotid artery and

complete occlusion of the aneurysm (B).
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Fig. 4
Preoperative T1-weighted magnetic resonance imaging demonstrates a partially thrombosed giant petrous aneurysm of
the left ICA (A, arrow). Postoperative T1-weighted magnetic resonance imaging at one year follow up demonstrates
obvious reduction in the size of the aneurysm (B, arrow head). Magnetic resonance angiogram illustrates the
compensatory flow from the remaining right ICA via the Acom A. The aneurysm was not visible one year after
embolization (C).
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