Letters to the Editor

Intraventricular ganglioglioma with dissemination of cerebrospinal fluid

Dear Editor,

A 26-year-old female patient presented with complaints
of a bilateral reduction in visual acuity, headache, and general-
ized tonic-clonic seizures. Computed tomography of the brain
revealed obstructive hydrocephalus, together with an expansile
lesion occupying the third ventricle and extending to the left
lateral ventricle. The presence of the intraventricular lesion was
confirmed by magnetic resonance imaging (MRI), with signal
intensity that was intermediate in a T1-weighted sequence and
high in a T2-weighted sequence, showing contrast enhance-
ment, as well as the invasion of the fourth ventricle (Figure 1).
The patient was submitted to resection of the lesion that oc-
cupied the third ventricle. The tumor was drained, facilitating
the clearing of the foramen of Monro and consequent resolu-
tion of the hydrocephalus. There was bilateral improvement of
the visual turbidity, although the visual deficit persisted in the
left eye, without other neurological deficits. The histopathologi-
cal report described glial and neuronal neoplasia with ganglion
cells, consistent with World Health Organization (WHO) grade
I ganglioglioma. Subsequently, the patient underwent lumbar
puncture with collection of cerebrospinal fluid (CSF), which
was found to contain neoplastic cells. MRI of the lumbar spine
revealed an intraspinal extramedullary lesion, with high signal
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intensity in a T2-weighted sequence and contrast enhancement,
in contact with the posterolateral aspect of the spinal cord (Fig-
ure 2), suggestive of CSF dissemination.

A number of recent studies have emphasized the impor-
tance of MRI in assessing the central nervous system!!~®, espe-
cially in relation to brain tumors**. Gangliogliomas are rare tu-
mors, accounting for 0.33—1.3% of all primary brain tumors®.
They mainly affect children and young adults. They are consid-
ered mixed tumors because they have neuronal and glial compo-
nents. These tumors are typically of low grade (WHO grade I or
I1), with very low rate of malignancy. The most common location
of a ganglioglioma is the temporal lobe, in which case the main
symptom is refractory epilepsy, although it can occur at any lo-
cation within the brain or even in an extraparenchymal location,
as in the case of intraventricular gangliogliomas®”. On MRI,
gangliogliomas can present as cystic, solid-cystic, or completely
solid lesions, typically with contrast uptake. However, the ab-
sence of enhancement does not exclude the diagnosis®. Intra-
ventricular gangliogliomas are quite rare, few cases having been
reported in the literature. The symptoms of intraventricular gan-
gliogliomas differ from those of intraparenchymal ganglioglio-
mas, the former typically not being associated with epilepsy. The
symptoms of intraventricular ganglioglioma are caused by ob-
struction of CSF flow and hydrocephalus, headache and visual
impairment being common®. According to various reports !

Figure 1. Coronal T2-weighted MRI
sequence (A) and contrast-enhanced
sagittal T1-weighted MRI sequence (B)
showing a lesion with discretely elevat-
ed signal intensity on the T2-weighted
sequence and heterogeneous con-
trast enhancement throughout the
left lateral ventricle (arrow), extend-
ing through the foramen of Monro to
the third ventricle (arrowhead in A). In
the sagittal acquisition, the lesion can
also be seen within the fourth ventri-
cle (arrowhead in B).

Figure 2. Sagittal T2-weighted MRI
sequence (A) and contrast-enhanced
sagittal T1-weighted MRI sequence
(B) showing an intradural extramed-
ullary lesion in the lower dorsal spine,
with elevated signal intensity on the
T2-weighted sequence (arrow) and
intense contrast enhancement (ar-
rowhead), consistent with leptomen-
ingeal involvement.
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intraventricular gangliogliomas can originate in the lateral ven-
tricles, in the third ventricle, and fourth ventricles—some even
originating in the choroid plexus—and should always be includ-
ed in the differential diagnosis of intraventricular lesions.

The case presented here was one of an intraventricular gan-
glioglioma apparently originating in the third ventricle, extend-
ing to the lateral ventricles and the fourth ventricle, the histo-
pathological diagnosis being WHO grade I ganglioglioma with
signs of CSF dissemination during subsequent examinations. In
conclusion, a diagnosis of ganglioglioma should be considered
in the presence of intraventricular lesions. In addition, imaging
of the neuroaxis is recommended, regardless of the histopatho-
logical grade of the lesion, because CSF dissemination has been
reported in the monitoring of other low-grade tumors, including
gangliogliomas!»13),
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Malformation of the brainstem accompanied by cortical dysplasia

Dear Editor,

We present the case of a 20-year-old woman referred for
investigation of epilepsy. A magnetic resonance imaging (MRI)
study (Figure 1) showed bilateral areas of focal cortical dysplasia
(FCD) along the perisylvian cortex, together with a brainstem
malformation characterized by a ventral cleft at the pons-me-
dulla junction. Diffusion tensor imaging (DTI) revealed the ab-
sence of transverse pontine fibers and of the medial lemniscus.

Midbrain-hindbrain (MBHB) malformations include a
large group of posterior fossa malformations, with different
mechanisms and genetic components involved. The clinical
findings are nonspecific, varying from hypotonia to seizures
and lack of developmental progress". A recent classification of
MBHB malformations proposed by Barkovich et al.®) is based
mainly on embryology and genetics®. According to that clas-
sification system, the ventral cleft seen in our case suggests a
regional (group III) developmental defect. Predominantly brain-
stem malformations may be better evaluated in MRI with three-
dimensional, heavily T2-weighted, steady-state sequences,
which allow adequate visualization of the cranial nerve in the
basal cisterns. DTI of the brainstem may also be helpful and
shows promise for further delineating axonal path disorders of
the brainstem in the absence of obvious structural defects'®.
Although MBHB malformations can occur in isolation, many of
them are accompanied by other malformations, particularly su-
pratentorial malformations, which tend to have a significant ef-
fect on the prognosis of these patients. Severe hypoplasia of the
pons and medulla with a dorsal cleft and absence of the fascial
colliculus can occur in a recently described syndrome—hori-
zontal gaze palsy with progressive scoliosis—which is a rare au-
tosomal recessive disease, characterized by congenital absence
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Figure 1. A: Sagittal T1-weighted image depicting a short pons (arrow). B: Axial
T2-weighted image at the pons-medulla junction showing a ventral cleft (ar-
row). C: Coronal T1-weighted image showing cortical dysplasia (arrows) with a
thickened cortex. D: Axial fractional anisotropy color map showing the absence
of transverse pontine fibers and of the medial lemniscus (arrow).
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