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A Case of Vascular Ehlers-Danlos Syndrome Presenting with Multiple
Cerebral Arterial Dissections

Seong Kyu Yang, MD, Byeongcheon Lee, MD, Yoona Ko, MD, Jun Yup Kim, MD

Department of Neurology, Seoul National University Bundang Hospital, Seoul National University College of Medicine,
Seongnam, Korea

Vascular Ehlers-Danlos syndrome (VEDS) is caused by dysfunctional COL3A1 gene for type III procollagen. It presents with
translucent skin, easy bruising, and arterial dissection. It has the worst prognosis among various types of EDS with
hollow-organ rupture as the leading cause of death, mounting to the median life expectancy of mid-40s. We report a rare case
of vascular Ehlers-Danlos syndrome presenting late in the fifth decade of life with multiple arterial dissections isolated to
cerebral arteries.
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Figure 1. (A) Lateral, (B) frontal, and (C) magnified view of the initial right vertebral artery conventional angiography shows fusiform dilatation

(arrowhead) of right PICA. (D) Lateral view of the right ICA angiography shows (dotted lines) fusiform dilatation in the cavernous segment and (red
arrows) proximal cervical segment. (E) Lateral, (F) frontal, and (G) magnified view of the follow-up right vertebral artery angiography shows
resolved fusiform dilatation of right PICA. ICA; internal carotid artery.
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Figure 2. Initial and follow-up VWI. (A) Initial magnetization prepared rapid gradient echo (MP-RAGE) showed high SI at right vertebral artery,
V4 segment, which could be wall hematoma (arrowheads). (B) T1 gadolinium-enhanced images showed focal concentric wall enhancement

(arrows) of right V4, but intimal flap or double lumen was not demonstrated. (C) MP-RAGE and (D) T1 gadolinium-enhanced images show

resolved state suggesting healed dissection in follow-up VWI. VWI; vessel wall imaging.
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Figure 3. CT angiography of thoracic, abdominal, and splanchnic

arteries. Evidence of beaded appearance, dissection or aneurysmal
changes are not seen. CT; computed tomography.
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