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ABSTRACT

Here, authors present a case report of a 25-year-old male who reported with low back pain with left lower limb radiculopathy
for two years. Neurological examination revealed no focal neurological deficits, except for a positive Straight Leg Raise Test
(SLRT) at 30°. Plain radiographs of the lumbar spine showed mild scalloping of the L3 vertebral body and Magnetic Resonance
Imaging (MRI) lumbar spine showed an extradural space occupying lesion at the level of L3 vertebral body compressing the
thecal sac and the left L3 nerve root. He underwent L2-4 median laminectomy without fusion and en bloc resection of the tumour.
The histopathology was reported as a Haemangiopericytoma (HPC). Patient was referred for postoperative radiation therapy in
view of high incidence of recurrence. Post radiation, at one year follow-up, MRI scan showed no signs of recurrence. Complete
surgical removal of the tumour, followed by postoperative radiation therapy, appears to be the treatment of choice for such primary
intraspinal haemangiopericytomas.
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CASE REPORT

A 25-year-old male patient, a car mechanic by occupation, presented
with low back pain for two years with recent onset of left lower limb
radiculopathy for three months. On examination, his left SLRT was
positive at 30° but otherwise, local examination of the back revealed
no abnormality and no focal neurological deficits were observed.
Plain radiographs of the lumbar spine showed mild scalloping of the
L3 vertebral body. MRI of the lumbar spine revealed an extradural
space occupying lesion at the level of L3 vertebral body, which
was hypointense on both T1 and T2 weighted sequences, causing
compression over the thecal sac and the L3 nerve root on the left
side [Table/Fig-1,2].

clic | e Thk3/33 o A
[Table/Fig-2]: Preoperative axial T2 weighted MRI showing an extradural lesion
on the left side compressing the thecal sac and causing severe left neural foraminal
stenosis.

L2-4 median laminectomy without fusion and en bloc excision
of the tumour through a midline lumbar incision was planned.
Intraoperatively, the tumour was greyish white, measuring
3 cmx1.5 cm, well defined, firm, fleshy with moderate vascularity
and was loosely adherent to the dural surface. The tumour was
easily separated from the adjacent dura and excised completely.
Postoperatively the left lower limb radiculopathy disappeared and
there were no fresh deficits.

Histopathology was reported as a HPC [Table/Fig-3].
Immunohistochemistry  [Table/Fig-4] proved  positivity — for
Haematopoietic progenitor cell antigen, CD 34 and negativity for
Epithelial Membrane Antigen (EMA). The Ki 67 labelling index was 1%
indicating a low proliferation rate of the tumour cells. Summarising
all these findings a final histological diagnosis of an HPC was made.
The patient was referred for postoperative radiation therapy in
view of high rate of recurrence of the tumour. After completion of
the radiation therapy, he is presently on regular follow-up and one
year postoperative MRI scan showed no evidence of recurrence
[Table/Fig-5,6].
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[Table/Fig-1]: Preoperative Sagittal T2 weighted MRI showing an extradural space HPCs are rare tumours accounting for <1% of all central
ocoupying lesion at the level of L3 compressing the thecal sac. nervous system tumours and their incidence in the intraspinal
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[Table/Fig-3]: Light Microscopy with Haematoxylin and Eosin Stain (10x magnification)
showing elongated cells with spindle shaped nuclei arranged in a storiform pattern with
intratumoralstaghorn vessels in a peritheliomatous pattern.
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[Table/Fig-4]: IHC of Haemangiopericytoma. Haematoxylin and Eosin Staining
(40x Magnification) Vimentin showing strong positivity in the tumor cells, vascular
endothelial cells and vascular smooth muscle cells. Type Il Intermediate Filament
(IF) protein expression is seen over the tumor cells of mesenchymal cell origin.

[Table/Fig-5: One-year postoperative follow-up T2 weighted sagittal MRI showing
postoperative changes and no signs of recurrence.
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[Table/Fig-6]: One-year postoperative follow-up T2 weighted axial MRI showing
postoperative changes and no signs of recurrence.

compartment is rarer [1]. They are soft tissue tumours originating
from pericytes in the walls of the blood vessels [2]. They
include a variety of lesions comprising certain morphological
characteristics; a monotonous appearance at low-power
examination, moderate to high cellularity, and numerous,
variably thick-walled, branching ‘staghorn’ vessels [3]. In 2016,
World Health Organisation classified these to be “mesenchymal
nonmeningothelial” tumours and subdivided them as fibroblastic
where there is no evidence of pericytic differentiation. Those with
pericytic differentiation have been classified as Grade Il tumours.
Anaplastic Grade Ill tumours are those with infiltrative margins,
high cellularity, nuclear pleomorphism, areas of tumour necrosis,
and increased mitotic index (>4 mitoses/10xhigh-powered field)
[4]. The present was a Grade Il tumour based on the above
classification. Patients usually suffer localised back pain with or
without radiculomyelopathy.

MRI remains the investigation of choice for identifying spinal HPCs.
Both intracranial and intraspinal HPCs share the same MRI findings.
They appear isointense on T1-weighted imaging and hyperintense
on T2-weighted imaging and they enhance homogeneously on
contrast administration. Long-standing tumours may even erode
the adjacent bony structures like the lamina, pedicle, neural foramen
and even paraspinal muscle. The occasional dumb bell appearance
of the tumour is seen when there is an extension into the neural
foramen [5], usually in intradural lesions.

En bloc resection of the tumour is recommended by most
neurosurgeons to prevent local recurrence and to minimise
blood loss [6]. However, an intratumoural decompression
and piecemeal excision by staying within the arachnoid plane
becomes necessary when there is severe neural compression.
However, a complete resection is always necessary to prevent
further recurrences.

There are a number of case series of meningeal HPCs in the
literature. However, there have not been many case reports of
intraspinal involvement of such tumours. In 1961, Kruse F Jr, was
the first to report an intradural spinal HPC [7]. Since then, there
have been many case series of such intraspinal involvement of
HPCs, most of which have been reported to be extradural in origin.
However, primary involvement of the intraspinal compartment has
been reported in only a few among all these cases [5].

HPCs can involve the spine either intradurally or extradurally,
and the outcome in both the scenarios has been found similar.
However, the disease-free survival was longer in patients with
intradural lesions that those with extradural ones [8]. Chou CW et
al., reported an overall recurrence rate of 53%, the incidence of
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which was higher in those in the extradural compartment than its
intradural counterpart [9].

Though surgical excision of the lesion offers good local control
for many years, an addition of postoperative radiotherapy helps
in a better outcome on a long term basis. The complications
associated with adjacent tissue damage, particularly the spinal
cord can be minimised by intensity modulated radiotherapy and
fractionated stereotactic radiotherapy with high radiation doses.
In cases with prior radiotherapy, radiosurgery and intensity
modulated radiotherapy can be considered, where higher and
more conformal doses of radiation can give better local control.
However, the role of chemotherapy has shown disappointing
results [10].

CONCLUSION

Intraspinal Haemangiopericytomas are rare tumours and complete
excision followed by radiotherapy gives a long-term disease-
free period. The overall progression-free survival rates have been
promising lately, but the treatment of Spinal HPCs still remains a
great challenge.
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