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The present study reports a rare case of capillary hemangioma of endolymphatic sac. A 23-year-
old male who underwent von Hippel-Lindau disease presented with recurrent sudden sensori-
neural hearing loss. Magnetic resonance imaging revealed a heterogenous enhanced mass in the
right endolymphatic sac, which was hyperintense on the enhanced T1-weighted images and
inhomogenous on the T2-weighted images. Pre-operatively, this tumor was believed to be an
endolymphatic sac tumor because of the history of von Hippel-Lindau disease. During the sur-
gery, vascular tumor was removed by transmastoid approach. A histopathological examina-
tion indicated that the tumor was a capillary hemangioma. To the best of our knowledge, the
present study is the second case of hemangioma in the endolymphatic sac and first case of von
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Endolymphatic sac tumor - Hemangioma - Sudden sensorineural hearing loss -
Von Hippel-Lindau disease.
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Fig. 1. Radiologic findings of temporal region. Temporal bone magnetic resonance T1-weighted enhanced image (A). Temporal bone
magnetic resonance T1-weighted image (B). Temporal bone magnetic resonance T2-weighted image (C). Temporal bone computed to-
mography (D). The right mass in the endolymphatic sac (arrow) was hyperintense on enhanced T1 weighted imaged with heterogeneous
enhancement (A and B). T2-weighted scan that reveals inhomogenous lesion of endolymphatic sac. About 8 mm sized ovoid lesion in-
volved the bony plate of posterior cranial fossa in right temporal bone (arrow) (C). Enhanced CT scan that reveals moth-eaten pattern with
diffuse destruction of retrolabyrinthine (arrowhead) (D).
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Fig. 2. Microscopic and immunohistochemical findings of the tumor. H&E stain X 100 (A). H&E stain X400 (B). CD 31 x100 (C). CD 31
X400 (D). Histologic sections showed the structures which were lined by a single layer of flattened epithelial cells. The lumen of blood
vessel was collapsed due to the squeezing artifact. The vascular cells showed positive reactivity with CD 31 and the specimen has
strongly positive immunohistochemical staining for CD 31. Scale bars: 100 ym (B and D).
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