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cision provided good results. Recently,
Schiffer and Till8 reported a 3-year-old child
with awkward movements of the hands and
hyperreflexia who had a haemangioma with
a fistulous opening and spina bifida at C3
level. Surgical exploration revealed an intra-
dural dermoid, and later progress was also
quite good. Clinical signs and symptoms in
the case reported here do not differ
significantly from those presented by the
other children with cervical dermoids. A
most striking fact were the episodes of ryth-
mic movements of the neck, which might be
due to sensations of pain or paraesthesia
secondary to compression of the spinal dor-
sal roots. Although the clinical presentation
of the cervical spinal dermoids is similar to
any other expansive lesion in the same situ-
ation, the frequent presence of skin abnor-
malities and dysraphic signs strongly suggest
the diagnosis. Treatment is always surgical,
and the development of the few children re-
ported appears to be excellent.
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A case of recurrent idiopathic ophthal-
moplegic neuropathy (Miller Fisher syn-
drome)

Sir: In 1956 Miller Fisher described three
cases of an acute neurological illness charac-
terised by total external ophthalmoplegia,
severe ataxia and tendon areflexia.' This ill-
ness is now referred to as the Miller Fisher
syndrome and is generally considered to be
part of the spectrum of the idiopathic
inflammatory polyneuropathies ofwhich the
Guillain-Barre syndrome is the most famil-
iar example.2 Cases of recurrent Guillain-
Barre syndrome have been well
documented3 but this is not so for the Miller
Fisher syndrome: such a case is reported
here.
One week after an upper respiratory tract

infection, a 33-year-old solicitor developed
mild tingling in his hands and feet together
with unsteadiness of gait. Within 24 hours
his unsteadiness had deteriorated to such a
degree that he was unable to walk, although
to him the power in his limbs seemed nor-
mal. He also began to experience diplopia on
forward gaze, unaccompanied by vertigo, or
dysarthria. There was no past medical or
family history of relevance. The patient was
taking no drugs and had not been exposed to
neurotoxic substances. Examination at this
time revealed normal cardiovascular and
respiratory function; his vital capacity was

2-8 1. On neurological examination he was

fully alert. There was weakness of the right
lateral rectus muscle but no facial weakness.
Tone was reduced in all four limbs and there
was mild generalised muscle weakness, most
prominent proximally, and ataxia. All ten-
don reflexes were absent except for the bi-
ceps jerks which were both retained. There
was no sensory deficit for any modality.

Investigation revealed a normal full blood
count, plasma electrolytes, serum and urine
electrophoresis, liver and thyroid function.
A porphyrin screen, VDRL and monospot
test were all negative. Lumbar puncture pro-

duced clear acellular cerebrospinal fluid
(CSF) under normal pressure with protein
content of 0-4 g/l; the CSF: blood glucose
ratio was normal. No oligoclonal IgG bands
were seen on CSF electrophoresis. Upper
and lower limb motor and sensory nerve

conduction studies were normal, including a
median nerve F wave latency of 26 ms (wrist
stimulation), although F waves were un-

detectable in extensor digitorum brevis on

stimulation of the deep peroneal nerve at the
ankle.

Within 1 week of his initial presentation,
the patient's signs evolved to a complete in-
ternal and external ophthalmoplegia, a right
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lower motor neuron facial weakness and
marked ataxia affecting upper and lower
limbs. He also developed complete urinary
retention requiring bladder catheterisation
for 5 days. A repeat CSF sample 3 weeks
after the onset of symptoms contained 4
lymphocytes/mm3 with no red blood cells
and a protein content of 2-1 g/l. Repeat
nerve conduction studies again showed nor-
mal upper and lower limb motor velocities,
including an F wave latency in extensor dig-
itorum brevis of 49 ms with ankle stimu-
lation. Sensory conduction studies revealed
minor abnormalities with a right index
finger/wrist median sensory action potential
of reduced amplitude (4.4 pV) and a latency
to peak at the upper limit of the normal
range (3 6 ms). A right antidromic sural
nerve action potential obtained with needle
electrodes was of reduced amplitude (3 pV)
with a reduced inflexion velocity of 24 m/s.
The patient began to improve 3 to 4 weeks

after the onset of symptoms. He was dis-
charged from hospital 5 weeks after admis-
sion and was able to return to work within 3
months. When reviewed in the clinic 6
months after discharge his symptoms had
fully recovered but he remained areflexic.
One year later, 5 days following another

respiratory tract infection, the patient once
again began to experience tingling in his ex-
tremities and unsteadiness of gait. The devel-
opment of a partial internal and external
ophthalmoplegia, a slurring dysarthria, hy-
potonia and minimal generalised limb weak-
ness, again more marked proximally,
followed within 4 days. There was no muscle
wasting but the patient remained areflexic.
There was reduction ofpin prick sensation in
a glove distribution to the wrists but no loss
in the lower limbs. Joint position sense was
normal in the fingers but significantly im-
paired in the toes. There was marked ataxia
in the upper and lower limbs. Again, the
patient remained fully alert throughout his
illness.

Investigation on this occasion showed a
normal full blood count and biochemical
screen. The CSF contained no white cells,
with protein and glucose levels of 0 3 g/l and
3-2 mmol/l respectively. Nerve conduction
studies revealed normal motor velocities and
median and peroneal F wave latencies of 28
ms and 46 ms with stimulation at the wrist
and ankle respectively. There were minor ab-
normalities in sensory conduction similar to
those seen during the patient's first illness.
Somatosensory evoked potentials (SSEPs)
from the upper limbs showed both a slight
peripheral and central (N20) delay in
latency. A repeat CSF specimen obtained 4
weeks after the onset of the relapse had a
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protein content of 0 7 g/l but no cells. Once
again, the symptoms began to improve 3 to
4 weeks from the onset and within 2 months
the patient had almost fully returned to nor-

mal.
As noted above, relapse among patients

with the Guillain-Barre syndrome is well rec-

ognised. For the Miller Fisher syndrome, the
only previous relevant reports of which we

are aware are those of Barontini et al4 and
Kaplan et al5. Barontini et al4 described a

patient suffering from a Miller-Fisher type
disorder who had a history of a similar event
19 years earlier, but the first illness was not
observed and, during the second, CSF and
EMG studies were normal. Kaplan et al5
have recently documented two cases of re-

lapsing sensory neuropathy accompanied
by ophthalmoplegia that were considered
to represent a variant of relapsing
inflammatory neuropathy, similar in some

respects to the Miller Fisher syndrome.
The first phase of our patient's biphasic

illness demonstrated features not only of the
Miller Fisher syndrome, manifested by oph-
thalmoplegia, ataxia and tendon areflexia,
but also some minor changes consistent with
the Guillain-Barre syndrome (limb weakness
and distal paraesthesiae). The relapse, how-
ever, was characterised by features more

compatible with a pure Miller Fisher syn-

drome. This single case, therefore, demon-
strates an overlap between these two
syndromes occurring sequentially in the
same patient and would thus suggest a simi-
lar pathogenesis underlying both disorders.
Arnason2 has commented on the presence of
limb weakness in some cases of the Miller
Fisher syndrome, indicating a link with the
Guillain-Barre syndrome.
The pathological findings in the Guillain-

Barre syndrome consist of multifocal
infiltrates of inflammatory cells in the spinal
roots and peripheral nerves associated with
segmental demyelination and variable
axonal destruction.2 The pathological
changes in the Miller Fisher syndrome are so

far poorly delineated. Phillips et a!6 reported
the postmortem findings in a case diagnosed
as the Miller Fisher syndrome. The patient
had a combination of bilateral external oph-
thalmoplegia, facial and bulbar weakness,
limb weakness and ataxia, tendon areflexia
and sensory loss in the arms and legs. Nerve
conduction velocity was considerably re-

duced. Necropsy revealed demyelination in
the peripheral nerves, spinal roots and lower
cranial nerves, with sparse inflammatory
infiltrates. No abnormalities were detected
in the third, fourth or sixth cranial nerves,
but only the proximal portions were exam-

ined. Other patients with an acute

inflammatory polyneuropathy have been de-
scribed in which there was a combination of
limb weakness and an internal and external
ophthalmoplegia but in which limb ataxia
was not a feature.7 8

Al-Din et al9 reported a series of cases

with clinical features similar to those of the
Miller Fisher syndrome but which were con-

sidered to have brainstem encephalitis, some
on the basis of computed tomography and
postmortem examination. It was suggested
that a spectrum might exist ranging between
cases with pure brainstem involvement at
one end, through mixed cases, to those with
pure peripheral nerve involvement at the
other. The present patient showed no evi-

dence of CNS involvement apart from some

delay in the SSEPs. The consensus opinion,
however, is that the Miller Fisher syndrome
represents a peripheral nerve disorder. Nev-
ertheless, it is often difficult to demonstrate
abnormalities of nerve conduction in the
syndrome. Cases with relatively minor
changes in motor nerve conduction and
more obtrusive changes in sensory conduc-
tion have been documented."0 Those in the
present case were modest but definite.
The mechanism of tremor in the Miller

Fisher syndrome is unknown but a periph-
eral disturbance is generally assumed.2 It
may involve a mismatch between afferent
proprioceptive signals from muscle spindles
and those from Golgi tendon organs." A
central disturbance, related to a disruption
of central cerebellar connections is not ex-

cluded, but lacks pathological substan-
tiation.
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Primary amyloidosis in a patient with myo-
tonic dystrophy

Sir: Several immunoglobulin abnormalities
have been described in myotonic dystrophy,
a hereditary progressive muscle disorder
transmitted as an autosomal dominant trait.
These include hypogammaglobulinaemia,' a
shortened half life of '31 I-labelled gam-
maglobulin,2 increased catabolism of IgG,3
and diminished antibody production to cer-
tain antigens.4 We describe the hitherto un-
reported occurrence of amyloidosis in a
patient with myotonic dystrophy and hypo-
gammaglobulinaemia.
A 47-year-old garage manager known to

have myotonic dystrophy since 1947, was re-
ferred in September, 1981 with exertional
left inframammary chest pain and para-
esthesia in the left arm refractory to glyceryl
trinitrate, metoprolol and nifedipine. On ex-
amination he had generalised muscle wast-
ing with sternomastoid atrophy, frontal
balding, testicular atrophy and early bilat-
eral cataracts. Tendon reflexes were dimin-
ished, he had difficulty relaxing handgrip
and myotonic contraction could be elicited
by percussion of thenar eminences. His
ECG, exercise ECG, echocardiograph and
coronary angiogram were normal although
left ventricular end diastolic pressure was 15
mm Hg. In January, 1982 he developed
nephrotic syndrome. Investigations in-
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