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Hemangiopericytomas (HPCs) in the cerebellopontine angle (CPA) is exceptional 1) 2) 3) 4) 5) 6) 7) 8) , but
given the considerable overlap of clinical, radiological and pathological features between
cerebellopontine angle meningiomas, solitary fibrous tumors (SFTs) and HPCs, and the very
aggressive behavior of HPC compared to its counterparts; the differentiation becomes of the utmost
importance.

Differential diagnosis

Since HPCs are difficult to differentiate radiographically from meningiomas, SFTs, and schwannomas;
some authors such as Salunke et al. 9) insist on the importance of preoperative planning in suspicious
cases of CPA dura based masses and cerebellopontine angle lesions showing disproportionate
perilesional edema, narrow base of attachment, or multilobulated cross-leaf growth.

Other authors have proposed subtle imaging characteristics that may help to distinguish HPCs from
meningiomas, such as the absence of calcification or bony hyperostosis, or the comparison of the
apparent diffusion coefficient values in peritumoral edema 10) 11).

Positron emission tomography has emerged as a potentially useful diagnostic tool for differentiating
HPCs from meningiomas, but its high cost and availability do not permit routine use in the initial
radiological investigation of CPA dura-based lesions. Consequently, the most reliable tool in HPC
diagnosis remains as accurate immunohistochemical workup, and although psammoma body and
nuclear pseudo inclusions can be found in meningiomas, epithelial membrane antigen negativity and
CD34/CD99 positivity assists in the differentiation 12).

Solitary fibrous tumor is a rare mesenchymal tumor with a propensity to recur. The most affected
area is the cerebellopontine angle. Immunohistochemistry should be used to differentiate solitary
fibrous tumor from other tumors 13).

Treatment

Its tight and strategical location make surgery in the CPA very challenging and require appropriate
pre-surgical planning. This planning relies on correct pre-surgical diagnosis of the tumor as well as on
means to reduce intraoperative hemorrhage. This is of even greater importance when encountering
the rare hypervascualr tumors of the CPA, namely hemangioblastoma, hemangiopericytoma and
paraganglioma, as misdiagnosis of these tumors presurgically might have detrimental outcomes. To
this end, angiography is a crucial diagnostic and therapeutic tool, helping in narrowing both the pre-
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surgical differential diagnosis as well as the intraoperative bleeding. In addition, due to the high
surgical risks associated with resection of vascular tumors in the CPA, non-invasive treatments, such
as surgical radiosurgery (SRS), may have a crucial role 14).

Case reports

2016

A 42-year-old man presented with a three-month history of progressively worsening vertigo and
difficulty in walking. On admission, his neurological examination revealed a right peripheral facial
palsy, right abducens palsy and left hemiparesis, suggesting the diagnosis of Millard Gubler
syndrome. Computed tomography and magnetic resonance imaging demonstrated a homogeneously
enhancing dura based lesion of the right CPA causing major brain stem compression. There was no
widening of the ipsilateral internal auditory canal. A standard retrosigmoid craniotomy was performed
to access the right CPA. Exposure of the lesion revealed a well-encapsulated, gray, fibrous lesion,
which appeared to originate from the tentorium. Gross total resection was achieved and confirmed
radiologically. The microscopic features and the immunohistochemical profile confirmed the diagnosis
of a HPC, and adjuvant radiation therapy was administered. Ten years later, the patient presented
with a severe neurological deficit due to a local recurrence, but at that time refused any second
intervention. He died three months later. HPC can locate within the CPA and present as a Millard-
Gubler syndrome. The diagnosis should be kept in mind in case of a CPA dura based tumor. Radical
surgery plus radiation therapy can maximize the recurrence-free survival and close follow-up remains
mandatory to spot recurrences early 15).

2015

Hemangiopericytoma of the cerebellopontine angle: case report and review of literature 16).

2012

A case of cellular solitary fibrous tumor in a 22-year-old man. Neuroimaging revealed a right
cerebellopontine angle tumor. Most of the tumor was cellular although some less cellular areas were
seen. Sinusoidally dilated large vessels, including staghorn type, were seen. Nuclear pleomorphism
and increased mitotic activity (5 mitosis/10 high power field) were regarded as evidence of anaplasia.
Diffuse CD34 immunoreactivity and focal positivity for Factor XIIIa were seen in the tumor, which was
negative for EMA and S100. The tumor also displayed rich reticulin network. Solitary fibrous tumor at
cerebellopontine angle is rare, and 20 such cases (five reported as hemangiopericytoma) have been
reported in the English literature 17).

2011

Recurred cerebellopontine angle haemangiopericytoma 5 years after stereotactic radiosurgery 18).
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2009

A 37-year-old Asian woman presented with a 7-month history of right ear and mandible numbness, as
well as subjective hearing loss involving the right ear. Magnetic resonance imaging demonstrated the
presence of a homogeneously enhancing extraaxial lesion in the right CPA, radiographically
suggestive of an acoustic schwannoma. The lesion proved to be an intracranial HPC on histologic
sections. Review of the neurosurgical literature yielded only one prior detailed account of HPC
confined to the CPA. The patient underwent right retrosigmoid craniotomy for gross total resection of
the mass, followed by stereotactic radiotherapy several weeks postoperatively.

Given the fundamentally different treatment approach for HPCs over other more common CPA
tumors, it is imperative that the treating surgeon consider this rare diagnosis when evaluating
patients with lesions localized to this area. Specifically, gross total resection, followed by adjuvant
SRT, provides patients with the highest probability for disease-free survival, based on current
evidence in the neurosurgical literature 19).

1995

A case that during its 9-year-long history has repeatedly been misdiagnosed due to the misleading
clinical and histopathological findings. The patient has been treated, in chronological order, for
cerebrovascular disease, acoustic Schwannoma, glomus tympanicum tumor (chemodectoma) and
finally turned out to have an intracranial hemangiopericytoma that originated from the area of the
glomus tympanicum and eventually widely metastatized within and outside the intracranial
compartment. The proper diagnosis was reached with the help of detailed immunohistochemical
analysis. The subunit A of Factor XIII (FXIIIa) can be demonstrated on formaldehyde-fixed paraffin
embedded sections. It has recently been shown that FXIIIa reactivity is characteristic and hence
diagnostic of a subpopulation of cells within systemic and intracranial (central) hemangiopericytomas
(HPCs). Since it is consistently missing from all cell components of ordinary meningiomas, glomus
tumors (chemodectomas) and a host of other soft tissue tumors, its presence or absence is a helpful
sign in various differential diagnostic dilemmas 20).
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