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an altered level of consciousness, for "all
patients were awake throughout the inves-
tigations and were checked repeatedly to
see that they were capable of verbal com-
munication". Subsequently, Lavin et a13
described similar observations in another
group of eight patients with Huntington's
disease, in all of whom chorea disappeared
for at least an hour within about half-an-
hour of the insulin injection. Such a drama-
tic effect on chorea might provide some
clue as to the pathophysiology of that
movement disorder, so we have repeated
the study concentrating on the effect of
insulin-induced hypoglycaemia on the
chorea.

Five patients with Huntington's disease
(four males and one female; aged 30 to 70
years; with disease duration from 2 to 13
years; four on no drugs and one on
tetrabenazine 25 mg three times daily)
with obvious chorea were studied. After an
overnight fast, blood was withdrawn for
glucose estimation, and insulin (0 1 mg/kg)
was injected into the opposite arm. Blood
sugar and clinical response were measured
every 10 min for 60 min, and then every 20
min for a further 60 min. The severity of
chorea was rated using a specially designed
scale described in detail elsewhere.5 In
addition the number of choreic movements
occurring at rest in one selected region,
such as an eye, finger or toe depending on
the individual patient, was counted over a
60 sec period. Blood sugar fell below 2-0
mmol/l and symptoms and/or signs of
hypoglycaemia developed in all subjects.
However, the intensity of chorea did not
alter. Three subjects fell asleep during the
test, and chorea disappeared in two, but on
arousal their chorea was of the same sever-
ity as before insulin. Unfortunately,
insulin-induced hypoglycaemia had no
effect on chorea in our patients.
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A 34-year-old salesman presented with a specifically for the condition in any patient
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life. The former is living, has been investi- availablee
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but details are not known. No other family permitting me to report this case.
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Painless cauda equina schwannoma usually t
simulating Charcot-Mane-Tooth disease characters

Sir: Pain is almost always the principal of canudaande
symptom of patients who have tumours of only one ca
the cauda equina. Painless tumours at this with no l
site, although rare, do occur and should be with

considered in the differential diagnosis of two cases c
pain free patients presenting with progres- equina and
sive weakness in the lower limbs. The fol- series ofa
lowing case report demonstrates this point. Hospital, C
A man, age 38 years, was admitted with pain and p

10 yeare history of progressive weakness for seven
3

of the legs, the left being more severely severe lum
affected. There was no history of any pain 70 patient
or paresthesia in his back or legs. Other progressive
symptoms included a recent constant feel- had bilater
ing of urgency, occasional nocturia, consti- the presen
pation, and weak penile erection. Previ- patients wi
ously he was admitted to another hospital sacral regic
because of a left ankle sprain, leg weak- In sum,
ness, and a gait disturbance, at which time with a Sc'h
a diagnosis of peroneal muscular atrophy who carric
was made. The abnormal neurological Marie-Too
signs were confined to the lower limbs. slowly prog
Moderate to severe weakness and wasting, out pain o
especially of hip extensors, foot Electromy(
dorsiflexors, extensors of toes, foot ever- Marie-Too
tors and invertors, were present with bilat- lesion of tU
eral foot drop. Knee jerks, ankle jerks, and mandated
plantar responses were normal. There were the poten
no sensory changes. The rectal sphincter proper ele
was hypertonic. Straight leg raising to 900 with progr
produced no pain or discomfort. Lumbar
spine radiographs were normal. Nerve
conduction studies with standard techni-
ques showed normal maximum conduction
velocities in right median, ulnar, tibial, and
sural nerves, and borderline conduction
velocities in left tibial nerve. Supramaximal
percutaneous stimulation of the peroneal Th
nerves produced no muscle action poten-
tial. Needle electromyography showed B
extensive denervation potentials in glutei
maximi and in the muscles innervated by
both sciatic nerves but no abnormality in References
paraspinal muscles. Myelography revealed
a mass at the cauda equina region. Spinal 'Fagius J,
fluid protein was elevated (1.28 g/l). syndroi
Urodynamic studies were consistent with a equina.
spastic neurogenic bladder. Laminectomy 2 Natarajan
of D12 and Li vertebrae was performed giant s
and a large Schwannoma was removed Neurol
totally. 3 Gautier-S
Cauda equina tumours are rare. Occa- neurofi
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s present with unusual clinical 4Fearnside MR, Adams CBT. Tumour of the
ich as pseudoclaudication,' foot Cauda Equina. J Neurol Neurosurg
2 subarachnoid haemorrhage3 Psychiatry 1978;41:24.
a, and sensory ataxia,4 but it is Campbell FG. Painless tumours of the cauda
mcceptd th atpaxin bac 6 equina. Neurology (Minneap) 1969;13:341.accepted that pain In the back 6 Guilaume J, Roge R, Mazars G. Forme amyo-
limbs is nearly always the most trophique et indalore de tumeur de la queue
and early presenting symptom.5 de cheval. Rev Neurol (Paris) 1950;83:204.
be of sudden or gradual onset,6 'Cauda Equina Tumour, Editorial, British Med-
nds to become constant, and ical Journal 1978;1:808.
tically worsens at night.4 7 8 Allen IM. Tumors involving the cauda equina:
ISpiller9 reviewed the literature review of their clinical features and differen-
-quina tumours and both found tial diagnosis. J Neurol Psycopath 1930;quinatumours ~~~~11:111.ase of cauda equina compression Spiller W. Tumors of the cauda equina and lower
pain, reported by Volhard.'0 vertebrae. Am J Mod Sc 1908;
could find clinical details of only 135:365.
of painless tumour of the cauda Volhard, F. Ueber eimen Fall von Tumor der
ipresented one of his 3wn. In a Cauda Equina. Dtsch Med Wochenschr
20 patients from the National 1902;28:591.
)ueen Square," only one had no "Milnes JN. The early diagnosis of tumours of

resented with left leg weakness the cauda equina. J Neurol Neurosurg
yer;but finally he deeoe 2Psychiatry 1 953;16: 158.years; bu edeveloped 12 Bradley WG and Aguago A. Hereditary

ibar pain. In an Oxford' series of chronic neuropathy: electrophysiological
ts, six complained of painless and pathological studies in an affected fam-
D weakness of legs; only three ily. J Neurol Sci 1969;9: 13 1.
ral leg weakness, and pain was 13 Dyck PJ, Lambert EA, Mudler DW.
iting symptom in 31 out of 34 Charcot-Marie-Tooth Disease: Nerve Con-
ith neurofibromas of the lumbo- duction and Clinical Studies of a Large Kin-
on.3 ship. Neurology (Minneap) 1 963;13:1 -11.

a case is reported of a patient
hwannoma of the cauda equina
ed the diagnosis of Charcot-i Use and misuse of the Roussy-Levy eponym
)th for 10 years. There was
gressive motor dysfunction with- Sir: On a clinical and electrophysiologica
r sensory loss during this time. basis only, Yudell, Dyck and Lambert ir
ography excluded Charcot- 1965' described a family with a dominantl3
th disease, 12 13 and indicated a inherited form of peroneal musculai
he cauda equina and, therefore, atrophy which they called Charcot-Marie
myelography. This emphasises Tooth. As this group of patients showec
tial diagnostic significance of substantially reduced motor conductior
ctromyographic study in patients velocity they were assumed to have onior
*essive neuromuscular disease. bulbs in their peripheral nerves and wer(
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therefore labelled hypertrophic Charcot-
Marie-Tooth disease. Four of the nine
patients in this kinship had a disorder of
movement similar to essential (familiar)
tremor of unusually great amplitude. This
association of signs was considered to be an
example of the Roussy-Levy disease.2 The
use of this eponym for such patients seems
to us to be illogical since in 1906 P Marie3
had described a family with a dominantly
inherited peroneal muscular atrophy,
hypertrophic nerves and essential tremor of
great amplitude. Boveri in 1910' provided
the post mortem material of the member of
the kinship who had the tremor of the
largest amplitude. Since that time this type
of hypertrophic neuritis has been known as
the Pierre Marie-Boveri type. P Marie did
not say that his patient had the hypertrophic
variety of Charcot-Marie-Tooth disease
associated with essential tremor and
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