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?
TEST YOURSELF

How good at 
neurology are 

you?
QUESTIONS

Figure 1. Reproduced with permission of 

Internal Medicine Journal, adapted case 

report.

Figure 2. Reproduced with permission 

of Dr Tim Anderson, Christchurch, New 

Zealand.

1.
A 40-year-old man was admitted with acute 
hepato-renal failure after a paracetamol over-
dose. Blood pressure was consistently 170/100. 
He complained of headache and on day 6 de-
veloped sudden bilateral visual loss. Brain MRI 
(Fig. 1) showed increased FLAIR signal in the 
occipital and parietal lobes. Seizures then de-
veloped. After treatment his central vision re-
covered over 2 weeks, leaving a minor inferior 
quadrantinopia and residual contralateral pa-
renchymal damage on repeat MRI (Fig. 2).
(a) What is the neurological syndrome?
(b) What is the treatment priority?
(c) Name fi ve settings, or causes.

Andrew Chancellor, Tauranga, New Zealand
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? Answers on page 372.

Figure 3a Figure 3b

3. Read the following and suggest a diagnosis and treatment
An otherwise well 28-year-old woman presents with a sense of 
instability of vision. Eventually she realises this only affects the 
left eye. Episodes occur in brief bursts of about 10 seconds. Pa-
tient examination by the neurologist shows irregular, monocular, 
torsional movements as the only abnormality.

Andrew Chancellor, Tauranga, New Zealand

4.
Ten days after a Fijian holiday, a 52-year-old man developed fever, 
mild headache, nausea and, most conspicuously, positive sensory 
phenomena with unpleasant prickling paraesthesiae of ‘fi ne nee-
dles’. These progressed in a circuitous route, starting in the radial 
three digits of the right hand and then, on an approximately daily 
basis, up the right arm, to the left arm, then to the chest, stomach 
and right leg followed by the left leg. The sensation then receded 
slightly from the legs but remained with truncal and upper limb 
disturbance to C3. There was no complaint of hot-cold reversal.

Motor examination and posterior column function were nor-
mal. Profound bilateral spinothalamic loss was identifi ed in a 
short glove and long stocking distribution, and over the fl anks 
as well. Investigations showed blood eosinophilia. The CSF con-
tained 240 white cells: 12% polymorphs, 75% lymphocytes and 
11% eosinophils. Protein 1.0 g/L, glucose 2.0 mmol/L. MRI of the 
brain and cervical cord and nerve conduction, were normal.
Where is the lesion? What is the cause? What treatment would 
you suggest?

Andrew Chancellor, Tauranga, New Zealand

2.
A late-middle-aged retired seaman gave a fi ve and a half year history 
of progressive wasting and weakness. Six years earlier he had noticed 
distal leg weakness which had progressed rapidly, and six months 
later he had bilateral foot drop. Three years later he had reported 
progressive arm weakness. By the time of presentation he was con-
fi ned to a wheelchair. He had fi rst become aware of a lump on the 
right side of his neck 13 years previously. Three months later similar 
lumps developed on the left side of his neck and above the sternal 
notch. Two and a half months later additional lipomata were seen in 
the supraclavicular fossae and in the scapular regions. Subsequently 
lipomata formed suprapubically and along the posterior axillary 
folds. The cervical lipomata progressively and diffusely enlarged to 
produce a ruff-like deformity. He gave no family history of anything 
similar. He had drunk 0.75 L of sherry every day for 35 years but in 
the last fi ve years he had markedly reduced his alcohol intake.

Examination (Figs 3a.b) revealed a massive cervical lipoma 
extending over his shoulders in a cape like distribution. Sym-
metric smaller lipomata were present suprapubically and along 
the posterior border of his arms He had marked symmetrical, 
distal limb wasting. He was able to abduct his shoulders through 
only 15° and could not abduct his fi ngers. Neither heel could be 
drawn up the bed and the toes moved through only 5°. Tendon 
refl exes were absent except the left triceps and both knee refl exes. 
He had slight impairment of light touch, temperature and pain 
sensation in his feet and absent vibration sense in the left great 
toe. Two-point discrimination was preserved in the hands and 
position sense was intact. His blood pressure was 100/55 mmHg 
without postural drop. He had no sural sensory action potentials 
but there was normal sensory conduction velocity in the median 
nerves, although the action potentials were reduced in amplitude. 
Needle EMG demonstrated chronic denervation.

Which are true?
(a) Most patients with this syndrome have an underlying mito-
chondrial cytopathy.
(b) They frequently have a history of alcohol abuse.
(c) An associated peripheral neuropathy is structurally uniform.
(d) The disorder may result in sudden death.
(e) Surgical treatment is recommended because of the high risk of 
malignant transformation.

Martin Pollock, Dunedin, New Zealand
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ANSWERS

1.
(a) Reversible posterior leukoencephalopathy, something of a 
misonomer because it may involve the anterior brain and grey 
matter. Some prefer the term ‘posterior reversible encephalopathy 
syndrome’ but not all cases are truly reversible.
(b) Unlike ischaemic stroke, where blood pressure lowering in the 
acute setting is ill advised, with hypertensive encephalopathy this 
seems important. Failure of cerebral autoregulation, capillary 
leakage and vasogenic oedema probably underlie hypertensive 
encephalopathy, as in this case.
(c) Hypertensive encephalopathy; eclampsia; renal disease, e.g. 
thrombotic thrombocytopenic purpura/haemolytic uraemic 
syndrome; immunosupressive therapy, e.g. tacrolimus, cyclosporin; 
high dose corticosteroids; cytotoxic regimes; bone marrow transplant; 
blood transfusion; intraoperative blood pressure fl uctuation.

Further reading
Stott VL et al. (2005)Reversible posterior leukoencephalopathy syndrome: a 

misnomer reviewed. Internal Medicine Journal , 35 : 83–90.

2.
(a), (b) and (d) are true.
Multiple symmetrical lipomatosis is also known as Madelung’s 
disease or the Launois–Bensaude syndrome. The painless, sym-
metrical accumulation of nonencapsulated adipose tissue in dif-
ferent regions is characteristic. Some individuals in families with 
classic myoclonic epilepsy with ragged red fi bres have multiple 
symmetrical lipomatosis as their only clinical manifestation.

Mitochondrial dysfunction is common: ragged-red fi bres, re-
duced cytochrome C oxidase activity and multiple deletions and 
point mutations of the mitochondrial genome in lipomas, blood 
and muscle tissue. CNS involvement occurs in more than 50% of 
patients (cerebellar ataxia, pyramidal signs, optic nerve atrophy 
and hearing loss) – further support for a mitochondrial multi-
system disease. Alcohol abuse is also common which may cause 
the formation of toxic acetaldehyde, leading to premature oxida-
tive ageing of mtDNA, favouring lipid accumulation. Moreover 
alcohol hampers β-oxidation and promotes lipogenesis. Most 
patients have a peripheral neuropathy which is morphologi-
cally heterogeneous: axonal degeneration, chronic progressive 
axonal atrophy, demyelination and remyelination have all been 
reported.

There is signifi cant mortality with sudden death, particularly 
associated with severe autonomic neuropathy. Substantial mor-

bidity relates to mediastinal lipomatosis and somatic neuropa-
thy.

Malignant degeneration of lipomas is extremely rare. Lipec-
tomy can be technically very diffi cult due to the often large size of 
the lipomatous masses, their nonencapsulation and infi ltrative 
nature. Recurrence following lipectomy is common. Nonetheless 
surgery is needed for mediastinal complications such as tracheal 
or laryngeal compression.

Further reading
Klopstock T, Naumann M, Schalke B et al. (1994) Multiple symmetric 

lipomatosis: abnormalities in complex IV and multiple deletions in mito-
chondrial DNA. Neurology 44, 862–866.

3.
Superior oblique myokymia, an irritating symptom – but com-
pletely benign. The above vignette, of a young person presenting 
with isolated unilateral oscillopsia, is typical and allows diagno-
sis without investigations. Symptom control was achieved with 
lamotrigine 50 mg bd but not carbamazepine 200 mg bd, which 
is usually recommended.

Further reading
Leigh RJ & Zee DS (1999)  The neurology of eye movements 3rd Edn. In: 

Contemporary neurology series. Chapter 9: OUP, New York: 359–361. 

 4.
The migratory pattern of symptoms is reminiscent of cervi-
cal myelitis, and the normal sensory studies, in the presence of 
such sensory loss, suggest pathology proximal to the dorsal root 
ganglia, i.e. this is the pseudo-neuropathic pattern of a myelo-
polyradiculitis. Some publications refer to patients experiencing 
‘hot-cold reversal’ as part of the sensory symptoms.

The most common cause of eosinophilic meningitis in the Pa-
cifi c region is the parasitic rat lungworm angiostrongylus canto-
nensis, confi rmed serologically as in this case. The adult worms 
live in the pulmonary arteries of rats where they lay their eggs and 
the larvae hatch. A snail or a slug is the intermediate host. Inges-
tion of contaminated vegetable foods, or fresh water prawns and 
land crabs, may be responsible for human disease. The larvae mi-
grate to the CNS where damage is caused both by the burrowing 
through neural tissue and a secondary infl ammatory response. 
They do not migrate elsewhere in man.

The disease is usually self limiting, corticosteroids but not 
antihelminthics may hasten recovery, supporting the view that 
the symptoms are mainly caused by a secondary infl ammatory 
response.

Further reading
Hughes AJ & Biggs BA (2002) Parasitic worms of the central nervous system: 

an Australian perspective. Internal Medicine Journal, 32 , 541–553. 
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