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ABSTRACT
Vein of Galen Malformation (VGM) is a rare vascular malformation representing less than 1% of
vascular intracranial abnormalities. It is a congenital anomaly and frequently detected during the last
trimester of gestational age, during neonatal period or early childhood. Clinical manifestations can
appear at any age but mainly in the neonatal or infancy stage in the form of heart failure, delayed
neuropsychomotor development, hydrocephalus and seizures. First presentation in adult age is very
rare. We report a case where a patient remained symptom free until presentation following generalized
tonic clonic seizures at the age of 47 years.MRI brain and MR Angiography confirmed the presence of
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INTRODUCTION

The wvein of Galen malformation is a rare
cerebrovascular disorder which is characterized by
an abnormal direct communication between one or
several cerebral arteries and the vein of Galen.
Posterior choroidal artery, anterior cerebral artery
and transmesencephalic artery are respectively the
most common arteries that join the malformation®.
During the neonatal or infancy period, the disease
presents with congestive heart failure, intracranial
hemorrhage, seizures or focal neurologic
symptoms?. Thereafter, progressive hydrocephalus
or headache are the most frequent presentations of
the VGM. Rare manifestation of VGM as occurs
in adult may include seizures or hemiparesis®.We
report such a case of VGM in which the patient
presented with seizures first at the age of 47 years.

CASE REPORT

A 47 year old non diabetic, non hypertensive,
occasional smoker and alcoholic male was brought
to the emergency room because of generalized
tonic-clonic seizures which started 1 hour ago. The
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seizures were associated with urinary incontinence
and tongue biting. No antecedent history of head
trauma or ingestion of any toxin or recent
alcoholic binge or any febrile episode was noted.
No history of seizures was present in the past and
no similar family history was found.He was born
as a normal vaginal delivery and achieved normal
developmental milestones at appropriate age and
had no history of scholastic performance. During
childhood, there was no neuropsychomotor
developmental delay. Past medical history was
insignificant. Physical examination on admission
revealed a blood pressure 130/76, heart rate
112/minute, regular and respiratory rate
26/minute. He was frothing at the mouth and had
urinary incontinence. No evidence of any head
trauma was noted. No sign of limb abnormality or
any skin tag or any facial deformity was noted. No
sign  of meningeal irritation was found.
Fundoscopy revealed features compatible with
mild papilledema bilaterally. On admission, he
was treated by anticonvulsant therapy with
injection
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Lorazepam and injection Phenytoin on the lines of
standard management as a case of status
epilepticus. Routine blood parameters were within
normal limits except evidence of lactic acidosis.
CSF study was within normal limits. MRI brain
was ordered after patient was stable which
revealed features compatible with partly
thrombosed Vein of Galen Malformation.
Subsequently MR Angiography was done which

confirmed the diagnosis of VGM. As the
aneurysm was already partly thrombosed and also
as there were no signs or symptoms of intracranial
hypertension or hydrocephalus, the patient was not
referred for surgery or endovascular treatment.
Improvement in the level of consciousness and
absence of seizures episodes were noted during the
follow-up period while the patient was kept on
therapy for seizures.

Fig 1 Showing Vein of Galen Malformation on Axial View Diffusionrestricted Image MRI

Fig 3 Showing Vein of Galen Malformation on Axial View T1 Image MRI
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Fig 4 Showing Thromboséd Vein of Galen Malformation on MR Angiography

DISCUSSION

VGM is a vascular abnormality® typically found in
children’. The two most used classifications for
vein of Galen malformations are those proposed
by Lasjaunias et al.*. and Yasargil® . According to
Lasjaunias et al.!, these malformations can be
divided into mural and coroidal types depending
on the fistula localization. The coroidal type is
characterized by multiple fistulas at the anterior
and terminal segment of the median
prosencephalic vein. This type usually presents at
the neonatal period causing serious heart failure
leading to multiple organ failure and death. The
mural type has the fistula at the vascular wall
usually at the lateral-inferior wall of the median
prosencephalic vein. They are of slow flow and
asymptomatic. Yasargil's lesions types 1, 2 and 3
are direct fistulas between the malformations and
the vein of Galen. Lesion type 4 are parenchymal
arteriovenous

malformations, which drain directly into the vein
of Galen. It is typically diagnosed during the
neonatal period or in childhood with features of
heart failure , macrocephaly. Adults may present
with slow-flow fistulas, headaches, seizures,
hydrocephalus® . Angiography is the gold standard
for the diagnosis of VGM which shows the
relationship of the cerebral venous system and
vascular relationships to the fistula”®. Because of
its rarity in adults, there is still insufficient
information about the course of this disease
during adult age. In adults, isolated case reports
have been mentioned by some authors®*% Use of
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oral contraceptives®®, postpartum status™, sickle
cell anemia®, and aseptic meningitis' are
considered risk factors related to thrombosis of
the vein of Galen.

Treatment of VGM is case-based. No standard
treatment guideline is available. Even considering
recent micro-neurosurgery advances, the lesion
resection usually is not possible. However,
recently it has been shown, interventional
neuroradiology can lead to good results.
Nowadays, endovascular techniques are the
procedures of choice'’. However, conservative
treatment may be considered, especially for the
elderly with co-morbidities, and neurological
stable patients without severe neurological signs or
symptoms. The presence of partial thrombosis in
the malformation, absence of signs or symptoms
of intracranial hypertension, and pharmacological
control of seizures led us to conservative treatment
of the patient presented here.

CONCLUSION

Possibility of VGM as the underlying etiology in
a case of a 47 year old patient presenting for the
first time with generalized tonic-clonic seizures is
relatively remote but appropriate investigations
namely MRI brain and MRAnNgiography can
unravel this rare but fascinating entity.
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