Neurology 2003 question 8

8. Pt with history of generalised tonic clonic seizures and 8 year history of episodes where he stares, fiddles with right hand and left hand becomes stiff.  MRI shown demonstrating asymmetrical loss of temporal lobes.  Abnormality demonstrated:

a) Temporal neuronal migration

b) Hippocampal tumour

c) Temporal lobe tumour

d) Temporal lobe ischaemia

e) Mesial temporal sclerosis

Complex partial seizures: Consciousness is impaired during a complex partial seizure. In practice, assessing historically whether consciousness was impaired is difficult. The most common way to assess preservation of consciousness is by asking patients whether they were able to recollect the event. In many occasions, patients are able to remember their aura but are unaware that they were briefly unable to respond to the environment. Typically, a complex partial seizure begins with behavioral arrest and is followed by staring, automatisms, and postictal confusion. Frequently, the automatisms consist of chewing, lip smacking, mumbling, and fumbling with the hands. Dystonic posturing of the contralateral upper extremity often is seen when a complex partial seizure originates from the mesial temporal lobe.

Temporal lobe epilepsy (TLE) was defined in 1985 by the International League Against Epilepsy (ILAE) as a condition characterized by recurrent unprovoked seizures originating from the medial or lateral temporal lobe. The seizures associated with TLE consist of simple partial seizures without loss of awareness (with or without aura) and complex partial seizures (ie, with loss of awareness). The individual loses awareness during a complex partial seizure because the seizure spreads to involve both temporal lobes, which causes impairment of memory. 

Hippocampal sclerosis is the most common pathologic finding in TLE. Hippocampal sclerosis involves hippocampal cell loss in the CA1 and CA3 regions and the dentate hilus. The CA2 region is relatively spared. The temporal lobe is the most epileptogenic region of the brain. 

Auras occur in approximately 80% of temporal lobe seizures. They are a common feature of simple partial seizures and usually precede complex partial seizures of temporal lobe origin. Olfactory and gustatory illusions and hallucinations may occur. 

Patients may have a feeling of déjà vu or jamais vu, a sense of familiarity or unfamiliarity, respectively. Patients may experience depersonalization (ie, feeling of detachment from oneself) or derealization (ie, surroundings appear unreal). Autonomic phenomena are characterized by changes in heart rate, piloerection, and sweating. Patients may experience an epigastric "rising" sensation or nausea.

Following the aura, a temporal lobe complex partial seizure begins with a wide-eyed, motionless stare, dilated pupils, and behavioral arrest. Oral alimentary automatisms such as lip smacking, chewing, and swallowing may be noted. Manual automatisms or unilateral dystonic posturing of a limb also may be observed.

Patients may continue their ongoing motor activity or react to their surroundings in a semipurposeful manner (ie, reactive automatisms). They can have repetitive stereotyped manual automatisms.

A complex partial seizure may evolve to a secondarily generalized tonic-clonic seizure.

Patients usually experience a postictal period of confusion, which distinguishes TLE from absence seizures, which are not associated with postictal confusion. In addition, absence seizures are not associated with complex automatisms.

Causes: 
· Approximately two thirds of patients with TLE treated surgically have hippocampal sclerosis as the pathologic substrate.

· The etiologies of TLE include the following:

· Past infections, eg, herpes encephalitis or bacterial meningitis

· Trauma producing contusion or hemorrhage that results in encephalomalacia or cortical scarring

· Hamartomas

· Gliomas

· Vascular malformations (ie, arteriovenous malformation, cavernous angioma)

· Cryptogenic: A cause is presumed but has not been identified.

· Idiopathic (genetic): This is rare. Familial TLE was described by Berkovic and colleagues, and partial epilepsy with auditory features was described by Scheffer and colleagues.

· Hippocampal sclerosis produces a clinical syndrome called mesial temporal lobe epilepsy (MTLE). MTLE begins in late childhood, then remits, but reappears in adolescence or early adulthood in a refractory form.

· MRI is the neuroimaging modality of choice for patients with TLE.

· All patients with newly diagnosed TLE should have a high-resolution MRI.

· High-resolution MRI shows hippocampal atrophy in 87% of patients with TLE by visual analysis alone. Hippocampal atrophy is bilateral in 10-15% of cases. An increase in the T2-weighted signal intensity in the hippocampus may be seen on fluid-attenuated recovery (FLAIR) MRI; this finding is also consistent with hippocampal sclerosis.

Hippocampal sclerosis is characterized by neuronal loss and gliosis with secondary atrophy and sclerosis. With additional involvement of the amygdala and parahippocampal gyrus, the term mesial temporal sclerosis (MTS) is appropriate. 
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