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Abstract

A 33-year-old male presented with a headache. He had
a history of a previous surgical procedure for excisions of
cervical spine hemangioblastomas 13 years prior. He had
a family history of von-Hippel Lindau (VHL) disease, and
a VHL mutation was identified. Brain magnetic resonance
imaging showed enhanced mass lesions in both the third
and right lateral ventricles as well as in the cerebellum.
The lesion in the right lateral ventricle also had a cystic
component. Two-staged resections of the tumors in the
third and right lateral ventricles and ventriculo-peritoneal
shunt were performed. A histopathological specimen was
compatible with a hemangioblastoma. Supratentorial in-
traventricular hemangioblastomas are extremely rare. We
reviewed the literature and discussed the features.
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Introduction

Hemangioblastomas of the central nervous system
(CNS) are the most frequent vascular tumors (1).
Although they are usually isolated tumors, some-
times they are associated with von Hippel-Lindau
(VHL) disease in 3% to 38% of cases as a major
manifestation (2). They are predominantly found in
the cerebellum, spinal cord, and brainstem (2).
Supratentorial location accounts for 4% to 13% of
the cases (2). However, supratentorial intraventricu-
lar hemangioblastomas are extremely rare and only
13 cases have been reported in the literatrue (3-15).
We report a case of hemangioblastomas in both the
third and lateral ventricles and review the literature.

Case report
A 33-year-old male presented with a headache. He

had a history of a previous surgical procedure for ex-
cisions of cervical spine hemangioblastomas 13

FiG. 1. — Brain magnetic resonance imaging with gadolinium
showing enhanced mass lesions in the third and right lateral ven-
tricles and cerebellum, associated with ventriculomegaly. Note
that the lesion in the right lateral ventricle also has a cystic com-
ponent (A, B: axial view; C, D: coronal view).

years ago. A VHL mutation was identified and the
patient was diagnosed with VHL disease. The pa-
tient’s family history is of particular relevance. His
mother underwent excisions of multiple cerebellar
hemangioblastomas 13 years ago and 3 years ago.
His brother underwent an excision of a cerebellar
hemangioblastoma 1 year ago. On admission, neu-
rological examination revealed normal findings.
Computed tomographic scan of the abdomen
showed no abnormality in the kidneys. Brain mag-
netic resonance imaging with gadolinium showed
enhanced mass lesions in both the third and right lat-
eral ventricles as well as the cerebellum, associated
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Fic. 2. — Histopathology of the resected specimen from the lesion in the right lateral ventricle showing tumors that are composed of
a fine network of blood spaces separated by numerous polygonal stromal cells, with a lightly stained cytoplasm, which is compatible
with a hemangioblastoma (hematoxylin and eosin; original magnification: x200).

with ventriculomegaly (Fig. 1). The lesion in the
right lateral ventricle also had a cystic component
(Fig. 1). Two-staged resections of the tumors in the
third and right lateral ventricles and ventriculo-
peritoneal shunt were performed. A histopathologi-
cal examination showed that tissue of the tumors was
composed of a fine network of blood spaces sepa-
rated by numerous polygonal stromal cells, with a
lightly stained cytoplasm (Fig. 2). Immunostaining
showed a strong immunopositivity in several stromal
cells for vimentin and neuron specific enolase —
typical of a hemangioblastoma. The patient was dis-
charged with a slight memory disturbance.

Discussion

To the best of our knowledge, only 15 tumors in
14 cases with supratentorial intraventricular

hemangioblastomas, including our case, have been
reported (3-15). The clinicoradiological features of
all 14 cases are summarized in Table 1.

Interesting features of patients with supratentorial
intraventricular hemangioblastomas include a high
frequency of VHL disease association (9 of 14 pa-
tients), solitary tumors (9 of 14 patients), and solid
tumors (13 of 15 tumors). The frequency of heman-
gioblastomas of the third ventricle was similar in
patients with or without VHL disease, whereas he-
mangioblastomas of the lateral ventricle, except for
one case, were only found in patients with VHL dis-
ease. There is also a similar frequency of the sites
(the third ventricle in seven patients, lateral ventricle
in six, and both in one). Furthermore, Ho ef al. (9)
reported that hemangioblastomas of the lateral ven-
tricle are associated with a better prognosis than in
the third ventricle; however, we found that prognosis
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was similar in both. Our patient was exceptionally
unique because tumors were located in both the third
and the lateral ventricles, and the tumor in the lateral
ventricle was cystic but not solid.

In conclusion, supratentorial intraventricular
hemangioblastomas are rare and their discovery
should raise a high degree of suspicion for VHL
disease.
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