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2. 
(c) give course of IVIg or plasma exchange
His myasthenia is slipping out of control. The 
point here is that he is unlikely to respond 
simply to additional cholinesterase inhibi-
tion. Steroid treatment would be an effective 
treatment, but slow to work and in the context 
of swallowing diffi culties a rapid response is 
required.

Further Reading
Palace J, Vincent A and Beeson D (2001) 
Myasthenia gravis: diagnostic and manage-
ment dilemmas. Current Opinions in Neurol-
ogy,  14, 583–9. [Review]

3.
Adrenoleukodystrophy. 

This man has Addison’s disease, as part of 
adrenoleukodystrophy. In addition to hypo-
tension, weight loss, anorexia and weakness, 
melanotic hyperpigmentation of the skin and 
inside the mouth is sometimes seen.

Further reading
Berger J, Moser HW and Forss-Petter S (2001) 
Leukodystrophies: recent developments in 
genetics, molecular biology, pathogenesis 
and treatment. Current Opinions in Neurol-
ogy, 2001, 14, 305–12.

4.
Lambert Eaton myasthenic syndrome (LEMS)

A sneaky question. Following the fi rst stimu-
lation the patient contracted his muscle for 
15 s, potentiating the response. He then 
relaxes, leading to a return of the baseline 
response amplitude. This is the electrophysi-
ological counterpart of the postexercise fa-
cilitation seen on refl ex testing.

Further reading
Dumitru D (1994) Electrodiagnostic Medicine. 

Hanley and Belfus Inc., Philadelphia.

1.
EEG 1 – absence status
EEG 1 shows the characteristic 2.5–3 Hz 
spike and wave pattern of absence epilepsy. 
Absence status may present as confusion 
and is one of the important treatable causes 
of dementia. A previous history of epilepsy is 
typical. De novo absence status is a specifi c 
epileptic condition that should be suspected 
in all elderly patients on chronic treatment 
with psychotropic drugs presenting in a con-
fusional state, particularly following benzodi-
azepine withdrawl. An urgent EEG is essential 
to confi rm the diagnosis. Most cases resolve 
with oral medication over a matter of days.

Further Reading
Thomas P, Beaumanoir A, Genton P, Dolisi C 
and Chatel M (1992) ‘De novo’ absence status 
of late onset: report of 11 cases. Neurology, 
42, 104–10.

EEG 2 – CJD
EEG 2 shows the classic generalized tripha-
sic waves of end stage CJD. This periodic 
discharge has a repetition rate of 0.5–2/s 
and some cases show unilateral onset with 
discharges over one hemisphere for several 
days or weeks. Such changes are seen in the 
majority of cases. Note, triphasic waves are 
not seen in new variant CJD. Clinical details 
are essential for interpretation of this EEG 
signature because repetitive complexes are 
seen in a number of different conditions in-
cluding vascular, metabolic and infective.

Further Reading
Drury I and Beydoun A (1996) Evolution of pe-
riodic complexes in CJD. Am. J. EEG Technol, 
36, 230–234.

EEG 3 – metabolic encephalopathy
EEG 3 shows the non-specifi c generalized 
slowing and low voltage of an encepha-
lopathy. The differential is wide and includes 
metabolic, hypoxic and drug aetiologies.
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