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Abstract

Pineoblastoma is a tumor derived from primitive neuroectodermal cells. It is a highly malignant tumor in pediatric age groups. The prognosis of
pineoblastoma is very poor than other supratentorial primitive neuroectodermal tumors (PNET). Pineoblstoma arises from pineal parenchyma. We
report a case of 2 years boy with history of several episode of convulsion and gradual weakness of left side of body with altered level of consciousness.
On MRI (magnetic resonance imaging) it revealed a mixed intensity lesion on right frontotemporal region mainly in the frontal and temporal base.
After evaluation we did right frontotemporal craniotomy and debulking of tumor histopathology revealed pineoblastoma which was confirmed by
immunohistochemistry.

Introduction
Primitive neuroectodermal tumors (PNETs) are a group of highly MRI of Brain with contrast showed mixed intensity lesion with solid and
malignant tumors composed of small round cells of neuroectodermal cystic component involving front temporal region.

origin. Cranial PNETs are commonly located infratentorially in the
cerebellum and are rarely supratentorial. PNET and pineoblastoma both
are account for 4.8% & 0.6% of childhood brain tumor [1]. Thesetumors
are common primary central nervous system tumors in children, but
they are extremely rare in adults, representing less than 0.5% of all
intracranial tumors. Pineoblastomas arise from pineal parenchyma
which are a category of supratentoreal PNET. Though pineoblastoma
arise from pineal gland we report a case of pineoblastoma which arises
from sellar suprasellar area with extensionto anterior frontal and
temporal base. There are no published case of pineoblastoma which
arises from sellar suprasellar area as a primary site. In contrast there are
some published series of recurrence of pinealtumor in suprasellar area
after removal of tumor from pineal region [2].

Case Report

A two years old boy from remote area of Bangladesh was admitted in
the department of neurosurgery, Bangabandhu Sheikh Mujib Medical
University with the complaints of one episode of seizure which was
tonic clonic in nature, involved all four limbs, persisted for 5 to 6
minutes with no history of tongue biting, frothing, upward rolling of
eyeball or no history of involuntary passage of urine and faeces.
Following the event, he lost his consciousness for an hour. Then he was
transferred to nearby hospital and treated conservatively. After that, he
was seizure free for one year without any medication. Then hismother
noticed progressive weakness of the left side of his body and baby
gradually became lethargic & reluctant to feed with occasional
vomiting.

On examination, baby was conscious and irritative, with spontaneous
eye opening & following the sound of mother and object. Pupil was
reacting to light. Ocular motility was normal. OFC (Occipito Fronatal
Circumference) was 52 cm. Other examination wasn’t done.

We did CT (computed tomography) scan (Figure -1b) and MRI of Brain
(Figure 1a) with contrast which revealed a mixed density lesion
involving the right front temporal region with heterogeneous contrast
uptake.
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Figure 1d: postoperative CT scan showing subtotal removal of tumor.
After proper evaluation he underwent right extended front temporal
craniotomy and removal of tumor as far as possible. After surgery he
symptomatically improved and baby became playful. Histopathology
(figure 1c) report reveals pineoblastoma which was confirmed by
immunohistochemistry.
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On 10™ postoperative day we discharged the patient with advice to consult
with oncologist. Postoperative image showed significant removal of tumor
(Figure d).

Discussion

Pineoblastoma is extremely malignant tumor which is locally invasive. It
is WHO grade IV tumor which is about <1% of pediatric brain tumors [2,3].
Pineoblastomas are morphologically identical to PNETSs in other locations
and are similar in their tendency to disseminate through CSF (cerebrospinal
fluid) pathway as it is locally invasive so it’s a great challenge to treat such
case. The prognosis of pineoblastonma is usually very poor. Several clinical
studies have noted that there are important differences in clinical responses
to treatment among groups of patients with PNETSs arising at different
anatomic sites [4] and the reasons for this variations are largely unknown.
The location of the PNETS as well as extent of disease at presentation and
choice of surgical resection has majorimportance. Successful treatment
requires multimodal approaches with surgery, chemotherapy and
radiotherapy. Due to deleterious effect of radiotherapy on developing brain,
it is avoided under three years of children [5]. Most of the cases of
pineoblastoma present with hydrocephalus. So CSF diversion procedure is
another surgical option. VPS (ventriculoperitoneal shunt) & ETV
(endoscopic third ventriculoscopy) are common procedure but ETV is most
commonly accepted method. Gangemi et al. consider that ETV is not only
useful for the treatment of hydrocephalus but also helpful in investigating
cells markers, and taking a biopsy [6]. In our case there was mild
hydrocephalus. Pineal region was free from tumor .On MRI & CT scan with
contrast there was no tumor in the pineal region. So our initialdiagnosis was
a case of PNET. We didn’t go for any diversion procedure. Rather after
optimization we directly went for surgery. Partial decompression of tumor
was done due to vessel encasements and severe bleeding. Post-operative
period was uneventful & patient improved clinically following surgery. For
further management patient was referred to Oncology department.

Survival rate of pineoblastoma is very poor with a median survival of 20
months. Five year survival rate is only 10%. Parikh et al. reported the
median overall survival was 34.5 months (range 4.7-183.5) [3]. The
prognostic factors of improved survival rates are (1) increased age at
presentation (older than 3 years), (2) gross total resection (v/s subtotal or
biopsy), (3) lack of disseminated disease and (4) craniospinal radiotherapy
more than 40 Gy [7]. The reason of reporting this case is its extreme rarity
and very few published cases of pineoblastoma arising from other than
pineal region.

Conclusion

Pineoblastoma is very uncommon tumor .Very few cases have been
reported in literatures. Those reported cases are mostly from pineal region.
Sellar suprasellar pineoblastoma is not reported frequently. As the disease
is very malignant surgical decompression, post-operative radiotherapy and
chemotherapy increase the median survival rate somewhat. So early
diagnosis and treatment is mandatory for the patients’ management and
overall survival.
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