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Haemangiopericytoma of Mandible in a 9 year old patient-

A rare case report
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Abstract

Hemangiopericytoma (HPC) is an uncommon mesenchymal tumour, which was first described by Sout and
Murray in 1942. Only 15% of haemangiopericytomas occur in the head and neck regionand itisextremely rare
in the paediatric age group. The present report describes a case of haemangiopericytoma of the mandible

occuring in a 9 year old patient.

Introduction

Haemangiopericytoma arises from the pericytes of
Zimmerman, whichform capillariesand regulateluminal
sizé'? ., . Althoughthistumour can occur anywhereinthe
body within thevascular tissue, itiscommoninlower ex-
tremities, pelvisand retroperitoniumwhileonly 15-20%
occur in head and neck region'@. The tumour hasno gen-
der prediliction and iscommon in fourth to sixth decade
of lifeand 82% are Caucasiang®4. HPC isextremely rare
in paediatric age group with theincidence <10%“. The
etiology of thetumour isunclear though varioustheories
have been proposed liketraumathat stimulatesthe prolif-
eration of pericytes, long-term use of corticosteroidsand
vascular hypertension, but unproven®. Thereis some
ambiguity regarding the management of theselesions, and
theavailableliteratureisalso less. Wereport a case of
HPC of themandible ina9 year-old patient. The pur-
poseof thisreport isto describetheclinical presentation,
diagnosisand management of thislesonwithafocuson
previousliterature.
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Case Report

A 9-year-old male patient presented to the department of
oral and maxillofacia surgery with achief complaint of
painlessswelling and intraoral massinthelower jaw on
theright side since 2 to 3 months, which wasgradually
increasingin size. A detailed case history had been taken
that denied any sgnificant medicd, family, or persond his-
tory. On extra-oral examination, afirm, nontender, non
fluctuant swelling, measuring about 3cmx 2cminsize
was seen at theright body, angle and ramus of mandibe
region . Theswelling was, noncompressible, and theskin
overlying wasnorma and freefrom theunderlying swell-
ing. Therewasno regiond or distant lymphadenopathy.
Intraoral examination revealed an abnormal soft tissue
overgrowthintheright retromolar region which wasir-
regular in shape and approximately 3x3cminsize. The
growth did not show any evidenceof bleeding.
Thepatient already had 2 biopsy reportswith him (out
sourced) oneof whichsuggestedthat it wasakeratocystic
odontogenic tumour and the second suggested that it was
asoft tissuemaignancy. The patient was then subjected
toradiological scans. Orthopentamogramrevealed ara-
diolucent lesionin theright ramus of mandibleregion.
Computed tomography (CT) showed severe bony ero-
sonintheright sderamusregion. CBCT of themandible
showed marked erosion of the right ramus of mandible
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which was extending upto the neck of condyle, sgmoid
notch and the coroniod process. Anincisiona biopsy was
done and sent for immunohistochemistry that showed
spindle shaped cellsof asolid tumour with fibroustissue
and numeroussmall vessel formationsmarking thediag-
nos sof Haemangiopericytoma. The patient wasoperated
under GA by segmenta mandibulectomy of theramusre-
gion sparing the head of the condyle (for secondary re-
constructive surgery) . The approach taken was by an
extraoral lip splitincision extending to the mastoid pro-
cess. After careful dissection and preservation of themar-
gina mandibular nerve, ssgmenta mandibulectomy of the
ramuswas carried out from distal to the premanent first
molar tooth to the condyle (sparing the head of the
condyle). Theintraoral lesonwasalso excised. Primary
recontruction wasdonewith arecon plate and the patient
has been kept on follow up. Secondary reconstruction
with afreefibulagraft will be planned after aminimum
follow up of 5years.

The excised specimen was sent for histopathol ogical ex-
amination, which confirmed the preoperative diagnosisof
Haemangiopericytoma. Mitoticfiguresand other dyspladtic
changeswere absent on histopathol ogical examination.
The patient wasunder regular review and during followup
after 1-year, mild facial asymmetry wasnoticed but there
was no evidence of recurrence.

FIGURE 1 FIGURE 2
FIGURES 1 & 2 showing pre-op images of the patient
with swelling on the right side of the mandible
(angle & ramus region)
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FIGURE 3 showing the intraoral growth

FIGURE 4 FIGURE 5
FIGURES 4 & 5 showing the CT & CBCT that show the
erosion of the ramus of mandible extending upto the
sigmoid notch, condyle and coronoid process

FIGURE 6 showing initial
marking of incision which
was later on extended for

lip-split

FIGURE 7 showing
resected part
of ramus of mandible with
intraoral growth

FIGURE 9 showing the application of a Recon plate for
primary reconstruction
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FIGURE 10 showing immediate post-op image of the
patient on the 5th day

Discussion

Hemangiopericytomas account for >1% of all vascular
tumorg®. Though uncommonin head and neck region (10-
15%), tumorsinvolving tongue, floor of themouth, cheek,
lips, nose, paranasal sinuses, maxillaand mandible, phar-
ynx, parotid and orbital region have been reported by
Bastakisand Rice”. Inthe present report, it wasseenin
theramusof mandible. Asit arisesfrom capillary pericytes,
it can occur inany part of the body containing capillaries.
HPCs can beboth benign and malignant, and thedistinc-
tionisoftendifficult. HPCsoccurring ininfantsyounger
than 1-year behave differently from those occurring in
children older than 1-year and adults. Clinical presenta-
tion of nonspecific painisalate symptom associated with
an enlarging mass, which was not reported by our pa-
tient(®.

Hemangiopericytomashaveatendency to metastasizeearly
or latethrough vascular and lymphatic route®. Local re-
currences are also common. Therate of metastasisof a
malignant variety isreported to be >75% (including both
local and distant)!¥. Distant metastasis however, follow
one or more local recurrences and arare case of meta-
gatic HPCtolung after 20 yearsof itsinitial occurrencein
mandiblewasreported by Ravend and Goodman®, which
indicatesthe emphasison long-term follow-up. Conven-
tiona radiographsarerarely diagnostic of HPC. CT and
MRI aretheusud techniquesfor eva uating thesetumours.
Angiography revealstheir vascular nature®9,

Thereissomeambiguity regarding themanagement of these
lesionsand only afew reportsregardingitsclinical man-
agement have been published sinceHPCisvery rarein
children. However, surgery isconsidered themain stay of
treatment though radiotherapy and chemotherapy havea
roleto play inmalignant cases. M ost common treatment

for HPC iswide surgical excision. Some authors have
suggested presurgical embolization to reducetherisk of
intraoperativebleeding. Initidly, thetumor wasthought to
beradioresistant!®, but the recent literature supportsra-
dio therapy asan adjuvant with doses between 60 and 70
Gy in case of incomplete excision of tumor, local recur-
rencesand high grademalignancy®*°. In our case, ashis-
topathol ogica examination revealed abenign variant and
complete surgical removal was done ensuring the safe
margins (>1 cm), radiotherapy wasnot given and the pa-
tient did not show any evidence of recurrenceat al year
follow up.

The patient will bekept onalong termfollow up ( mini-
mum 5 years) and then planned for asecondary recon-
sructivesurgery if thereisno recurrence.

Conclusion

Widesurgical excisionisthe most accepted management
of HPC. Early diagnosisreducesthe postsurgical mor-
bidity and improvesthe prognosis. Radiotherapy can be
considered asan adjunct to surgery to prevent recurrence
in caseswhen the variant isof amalignant type. Since,
local recurrencesarevery common and distant metastasis
has been reported to occur even many years after pri-
mary occurrence, long termfollow-up, both clinicaly and
radiologicdly ismandatory.
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