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ABSTRACT

Cerebral hemangiopericytomas are very rare mesenchymal tumours arising from pericytes
surrounding the blood vessels in the brain. Most patients present with headaches, focal neurological
findings and focal seizures with or without generalisation. Our patient chiefly complained of an
uncontrollable movement of her right hand that was initially fleeting but later became continuous.
Her symptoms were initially described as tremors. We found an intracranial tumour as a cause
of her symptoms, suspected the tumour to be a meningioma and performed surgical extirpation
which resulted in symptom resolution. Histopathology and immunohistochemistry of the excised
mass revealed that the tumour was hemangiopericytoma. The patient is being closely monitored
for recurrences and metastasis. Hemangiopericytomas are very rare and they rarely result in the
abnormal movements of epilepsia partialis continua. Differentiation of the abnormal movements
of epilepsia partialis continua from tremors is very important as is the differentiation of the tumour
from meningioma.
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INTRODUCTION

the movements would last for a few seconds to a few
minutes, followed by weakness of the involved hand
and forearm muscles. A few days after the onset of her
symptoms, the movement changed from an on and off
type to a rather continuous type, being present even
during her sleep. The movements were unorganised,
had no fixed axis and did not show any particular
rhythm, had no relation to the position or use of her
right forelimb, never involved other proximal joints of
the right forearm and never generalised into a full-blown
seizure. She has always been aware of the movements
but was never able to voluntarily suppress them. We
came to the conclusion that her movements were like

Cerebral Hemangiopericytomas (HPCs) are very rare
mesenchymal neoplasms arising from Zimmermann
pericytes surrounding blood vessels." They comprise
0.4% of Central Nervous System (CNS) tumours.?
Intracranial HPCs are commonly supratentorial, virtually
indistinguishable from meningiomas by imaging alone,
and were initially considered as angioblastic variants of
meningioma. Due to the rarity of this neoplasm, the
natural history, management and follow up guidelines
remain mostly undefined.® Epilepsia Partialis Continua
(EPC) is a rare cortical seizure, best described as a
status epilepticus equivalent of a focal motor seizure
with retained awareness.* Here, we present a case of

a lady who presented with EPC as a manifestation of
cerebral hemangiopericytoma.

CASE REPORT

Our patient is a 34-year-old lady who complained of
having abnormal uncontrollable movement of her right
hand for 12 days. Her symptoms were acute on the
onset, limited to the right wrist joint and the joints of
the right hand, including distal to the wrist joint. Initially,
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that of epilepsia partialis continua.

On further questioning, she revealed that she has had
mild dull headaches in the bifrontal region for a long
time, although she has never been too bothered by
the headache and has been taking over-the-counter
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analgesic medications for pain control. She gave no
history of having fever, feeling nauseated, vomiting,
developing a prodrome before headache episodes, or
losing her consciousness. No other significant findings
on general and systemic examination. Her vitals were
stable. There was no significant family history.

Magnetic Resonance Imaging (MRI) of the brain
revealed a large heterogeneous lobulated extra-axial
mass involving the left parietal and temporal region with
a midline shift of 9 mm to the opposite side, skull vault
erosion, brain stem rotation and white matter oedema
(Figure 1).

Figure 1. Contrast-enhanced MRI of the brain showing the left-sided hemangiopericytoma with mass effects.

The mass had thickened and enhanced the dura adjacent
to it. On Computed Tomography (CT) correlation, the
mass appeared relatively hyperdense with a focus on
calcification within and it appeared to have caused the
erosion of the greater wing of the sphenoid bone and
squamous part of the left temporal bone. After our
initial evaluation of the images, the mass was expected
to be a meningioma, but we could not be sure until
surgical extraction of the mass and histopathological
examination were performed.

She underwent craniectomy with gross total tumour
excision and had a good recovery postoperatively.
Intraoperatively, the lesion was highly vascular with
clear margins and the mass adherent to the tentorium
cerebelli. She had a good post-surgical recovery. The
abnormal movements of her hand were no longer
present and she was discharged after she showed
significant improvement. She is now on a regular follow
up and is being closely monitored for recurrence or
metastasis of the tumour, fortunately, none of which
has been found to date.

Histopathological examination of the excised mass
demonstrated diffuse sheets, bundles, fascicles and
nests of ovoid to elongated tumour cells in whorls and
a vague storiform pattern with vesicular chromatin
and also an alveolar pattern of cells (Figure 2).
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Figure 2. Histopathological slide of the tumour
demonstrating sheets, bundles, fascicles, nests and
alveolar pattern of tumour cells with ectatic vessels

traversing the tumour.
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Numerous ectatic  thin-walled blood vessels
were found traversing the tumour, suggestive of
hemangiopericytoma. The diagnosis was confirmed
with immunohistochemistry that was positive for
CD34, vimentin and CD99; negative for EMA and
HMB45; and Ki67 index was less than 1%. Recurrence
and metastasis are being monitored at regular follow-up
visits. On the last follow up, we had a brief discussion
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with the patient about her perspective on the care she
received from us. She was very pleased by the control
of her symptoms and expressed very warm gratitude
towards the people involved in her care.

DISCUSSION

Cerebral Hemangiopericytomas are rare aggressive
mesenchymal neoplasms and the mechanisms
underlying the development of hemangiopericytoma
are poorly understood."® Their clinicopathological
characteristics and prognosis are mostly unknown and
the guidelines for diagnosis, management and follow up
remain unestablished.®”

The mean age for diagnosing HPC is about 44 years;
in our case report the age was 34 years.® In most of
the literature published on cerebral HPC, headache is
the most commonest symptom, however our patient
did not give any history of headache on her own but
when asked about it during a clinical interview, she
revealed having on and off mild headaches throughout
the last year, much similar to the headaches she would
occasionally have in earlier years, but was never too
bothered by them so never sought any medical care
until she developed those abnormal movements of her
right hand. After a thorough review of the literature,
we were unable to find any publication with EPC as the
sole presentation of intracranial hemangiopericytoma.

Common differential diagnoses for cerebral HPCs are
meningiomas and other variants of solitary fibrous
tumours. The clinical behaviours of HPCs are more
aggressive than that of benign meningiomas and have
a strong tendency to local recurrence and extracranial
metastasis; therefore it is vital to distinguish between
these two.

On brain CT, cerebral hemangiopericytomas appear
as hyperdense lesions with lobulated margins and
broad base meningeal attachment, very similar to and
difficult to distinguish from meningioma.®® However,
intracranial meningeal hemangiopericytomas are more
multi-lobulated than benign meningiomas and have
thinner based dural attachment on CT-scan and MR
images.’® Normally, they have intratumoral vessels and

have a strong mass effect.’’

Histopathologically, HPCs show a staghorn pattern
of spindle cells' and immunohistochemical staining
shows strong positivity with vimentin (100% of cases),
CD99 (94% of cases), and CD34 (88% of cases) but
only focal positivity with Epithelial Membrane Antigen(
EMA) (33% of cases).'>'® Meningioma however is
strongly positive for both vimentin and EMA. STAT6
immunohistochemistry with sensitivity (96%) and
specificity (100%) is a reliable diagnostic marker of
HPCs.'*

Surgical resection of intracranial HPC, in an attempt
to reach Simpson grade 1 removal of the tumour, is
necessary to reduce recurrence and adjuvant radiation
may show promise in preventing tumour progression.'

The risk of local tumour recurrence is significantly
higher than neural axis metastases of the CNS and
extraneural metastases; however, the risk of distant
delayed metastases can reach up to 23%,% so it is
very important to have a strict follow-up schedule
for patients with diagnosed with this neoplasm.'®
In  conclusion, cerebral hemangiopericytomas are
rare tumours of the brain, and they can present with
atypical symptoms such as the one in our case with
contralateral epilepsia partialis continua. Although
this type of clinical picture has not been reported in
the literature before, it should be understood that due
to the rarity of this disease, the various ways of its
presentation have not yet been discovered. Imaging
can be confusing with meningioma, and the diagnosis
can only be confirmed by immunohistochemistry.
Hemangiopericytomas are highly vascular and thus
carry a risk of massive intraoperative bleeding. They
frequently recur and can metastasize axially and extra
axially so the patients should be closely monitored on
follow up.

Consent: JNMA Case Report Consent Form was signed
by the patient and the original article is attached with
the patient’s chart.

Conflict of Interest: None.

REFERENCES

1.  Stout AP. Hemangiopericytoma; a study of 25 cases. Cancer.
1949 Nov;2(6):1027-54. [PubMed | Full Text | DOI]

2. Louis DN, Perry A, Reifenberger G, von Deimling A,
Figarella-Branger D, Cavenee WK, et al. The 2016 World
Health Organization Classification of Tumors of the Central
Nervous System: a summary. Acta Neuropathol. 2016
Jun;131(6):803-20. [PubMed | Full Text | DOI]

553 JNMA | vOL 60

ISSUE 250

3. Ghose A, Guha G, Kundu R, Tew ], Chaudhary R. CNS
Hemangiopericytoma: A Systematic Review of 523 Patients.
Am ] Clin Oncol. 2017 Jun;40(3):223-7. [PubMed | Full Text
| DOI]

4. Vein AA, van Emde Boas W. Kozhevnikov epilepsy: the
disease and its eponym. Epilepsia. 2011 Feb;52(2):212-8.
[PubMed | Full Text | DOI]

JUNE 2022

Free Full Text Articles are Available at www.jnma.com.np



http://jnma.com.np/files/submission/ConsentForm_JNMA_CR.pdf
https://pubmed.ncbi.nlm.nih.gov/15395199/
https://acsjournals.onlinelibrary.wiley.com/doi/epdf/10.1002/1097-0142%28194911%292%3A6%3C1027%3A%3AAID-CNCR2820020609%3E3.0.CO%3B2-R
https://doi.org/10.1002/1097-0142(194911)2:6%3C1027::aid-cncr2820020609%3E3.0.co;2-r
https://pubmed.ncbi.nlm.nih.gov/27157931/
https://link.springer.com/content/pdf/10.1007/s00401-016-1545-1.pdf
https://doi.org/10.1007/s00401-016-1545-1
https://pubmed.ncbi.nlm.nih.gov/25350465/
https://journals.lww.com/amjclinicaloncology/Abstract/2017/06000/CNS_Hemangiopericytoma__A_Systematic_Review_of_523.2.aspx
https://doi.org/10.1097/coc.0000000000000146
https://pubmed.ncbi.nlm.nih.gov/21204824/
https://onlinelibrary.wiley.com/doi/epdf/10.1111/j.1528-1167.2010.02900.x
https://doi.org/10.1111/j.1528-1167.2010.02900.x

Poudel et al. Cerebral Hemangiopericytoma Manifesting as Epilepsia Partialis Continua: A Case Report

5. Blay JY, Honore C, Stoeckle E, Meeus P, Jafari M, Gouin 11. Han N, Kim H, Min SK, Paek SH, Park CK, Choi SH,
F, et al. Surgery in reference centers improves survival of et al. Meningeal Solitary Fibrous Tumors with Delayed
sarcoma patients: a nationwide study. Ann Oncol. 2019 Jul Extracranial Metastasis. ] Pathol Transl Med. 2016
1,30(7):1143-53. [PubMed | Full Text | DOI] Mar;50(2):113-21. [PubMed | Full Text | DOI]

6. Wang K, Mei F, Wu S, Tan Z. Hemangiopericytoma: 12. Trabelsi S, Mama N, Chourabi M, Mastouri MH, Ladib
Incidence, Treatment, and Prognosis Analysis Based on M, Popov S, et al. Meningeal Hemangiopericytomas and
SEER Database. Biomed Res Int. 2020 Nov 2;2020:2468320. Meningomas: a Comparative Immunohistochemical and
[PubMed | Full Text | DOI] Genetic Study. Asian Pac ] Cancer Prev. 2015;16(16):6871-6.

PubMed | Full Text | DOI

7. Kim BS, Kim Y, Kong DS, Nam DH, Lee JI, Suh YL, et al. [PubMed | Full Text | DOI]

Clinical outcomes of intracranial solitary fibrous tumor and 13. Han Y, Zhang Q, Yu X, Han X, Wang H, Xu Y, et al.

hemangiopericytoma: analysis according to the 2016 WHO Immunohistochemical detection of STAT6, CD34, CD99

classification of central nervous system tumors. ] Neurosurg. and BCL-2 for diagnosing solitary fibrous tumors/

2018 Dec 1;129(6):1384-96. [PubMed | Full Text | DOI] hemangiopericytomas. Int J Clin Exp Pathol. 2015 Oct
1,8(10):13166-75. [PubMed | Full Text

8. AlenJF, Lobato RD, Gomez PA, Boto GR, Lagares A, Ramos (10) [PubMed | Full Text]

A, et al. Intracranial hemangiopericytoma: study of 12 cases. 14. Macagno N, Figarella-Branger D, Mokthari K, Metellus
Acta Neurochir (Wien). 2001;143(6):575-86. [PubMed | Full P, Jouvet A, Vasiljevic A, et al. Differential diagnosis
Text | DOI] of meningeal SFT-HPC and meningioma: Which

immunohistochemical markers should be used? Am J Surg

9. Chiechi MV, Smirniotopoulos JG, Mena H. Intracranial e

Pathol. 2016 Feb;40(2):270-8. [PubMed | Full Text | DOI
hemangiopericytomas: MR and CT features. AJ]NR Am ] amoe ebi40(2) [FubMed | Full Text | ]
Neuroradiol. 1996 Aug;17(7):1365-71. [PubMed | Full Text] 15. Kim Y], Park JH, Kim YI, Jeun SS. Treatment Strategy of

Int ial H i icyt . Brain T Res Treat.

10. Rajaram V, Brat D], Perry A. Anaplastic meningioma versus tracrama; Pemanglopericytoma. Brain Jumor Kes Lrea

meningeal hemangiopericytoma: immunohistochemical
and genetic markers. Hum Pathol. 2004 Nov;35(11):1413-8.
[PubMed | Full Text | DOI]

2015 Oct;3(2):68-74. [PubMed | Full Text | DOI]

/ ©The Author(s) 2022.

This work is licensed under a Creative Commons Attribution 4.0 International License. The images or other third party material in this article are

included in the article’s Creative Commons license, unless indicated otherwise in the credit line; if the material is not included under the Creative

Commons license, users will need to obtain permission from the license holder to reproduce the material. To view a copy of this license, visit
[\ http://creativecommons.org/licenses/by/4.0/

554

JNMA | VOL 60 | ISSUE 250 | JUNE 2022

Free Full Text Articles are Available at www.jnma.com.np



https://pubmed.ncbi.nlm.nih.gov/31081028/
https://www.annalsofoncology.org/action/showPdf?pii=S0923-7534%2819%2931232-3
https://doi.org/10.1093/annonc/mdz124
https://pubmed.ncbi.nlm.nih.gov/33204688/
https://downloads.hindawi.com/journals/bmri/2020/2468320.pdf
https://doi.org/10.1155/2020/2468320
https://pubmed.ncbi.nlm.nih.gov/29372881/
https://thejns.org/view/journals/j-neurosurg/129/6/article-p1384.xml?tab_body=pdf-23713
https://doi.org/10.3171/2017.7.JNS171226
https://pubmed.ncbi.nlm.nih.gov/11534674/
https://link.springer.com/article/10.1007%2Fs007010170062
https://link.springer.com/article/10.1007%2Fs007010170062
https://doi.org/10.1007/s007010170062
https://pubmed.ncbi.nlm.nih.gov/8871726/
http://www.ajnr.org/content/ajnr/17/7/1365.full.pdf
https://pubmed.ncbi.nlm.nih.gov/15668900/
https://www.sciencedirect.com/science/article/abs/pii/S0046817704004332?via%3Dihub
https://dx.doi.org/10.1016/j.humpath.2004.07.017
https://pubmed.ncbi.nlm.nih.gov/26657311/
https://www.jpatholtm.org/upload/pdf/jptm-2015-10-30.pdf
https://doi.org/10.4132/jptm.2015.10.30
https://pubmed.ncbi.nlm.nih.gov/26514459/
http://journal.waocp.org/article_31513_908589567d08e3c16c08958abd7e1d03.pdf
https://doi.org/10.7314/apjcp.2015.16.16.6871
https://pubmed.ncbi.nlm.nih.gov/26722515/
https://e-century.us/files/ijcep/8/10/ijcep0014632.pdf
https://pubmed.ncbi.nlm.nih.gov/26448189/
https://journals.lww.com/ajsp/Abstract/2016/02000/Differential_Diagnosis_of_Meningeal_SFT_HPC_and.13.aspx
https://doi.org/10.1097/PAS.0000000000000526
https://pubmed.ncbi.nlm.nih.gov/26605260/
https://www.btrt.org/pdf/10.14791/btrt.2015.3.2.68
https://doi.org/10.14791/btrt.2015.3.2.68

	_heading=h.30j0zll
	_heading=h.otxlez2edov8
	_heading=h.gjdgxs
	_heading=h.gjdgxs
	_heading=h.30j0zll
	_heading=h.gjdgxs
	_heading=h.tpj3frefy6zn
	_heading=h.30j0zll

