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EEG showing seizure discharge evolving over a wide distribution over the left hemisphere with
rhythmical activity at 12 Hz and up to 70 uV. The right hemisphere shows alpha rhythm with
superimposed slower rhythms and no seizure activity.

Initially these were subtle; nystagmus to the
right and twitching of his right index finger
but more gross movements of his arm
supervened. At no stage was there a gener-
alised convulsion. Addition of other anti-
convulsants caused increasing drowsiness
without clear benefit and these were subse-
quently withdrawn. Five weeks after the
onset, his speech started to return and
within seven days he was coherent with
good short and long term memory. Epilepsy
and diabetes were well controlled six
months later with phenytoin and oral hypo-
glycaemic agents and repeat SPECT
showed resolution of the blood flow abnor-
malities.

The EEG findings, absence of a struc-
tural lesion or markers of encephalitis, and
ultimate recovery suggest his clinical state
was due to recurrent focal seizure activity.
When focal status epilepticus presents with
motor symptoms, the diagnosis is straight-
forward. In this case, the initial lack of
motor accompaniment, the focal nature of
the deficit without obvious global confu-
sion, and its progressive course without
fluctuation, were all unusual. The progres-
sive clinical picture, with intermittent scalp
EEG seizure activity, may have been due to
more continuous seizure activity in deeper
structures, not manifest at the scalp, or else
an increasingly severe Todd’s phenomenon,
affecting speech, from frequent seizures.

We have found only seven previous
reports of aphasic status epilepticus in
adults.!? Two had recognised epileptogenic
focal lesions of the left hemisphere and two
others were diabetic. In one of these, blood
sugar was 23 mmol/l at the time of presen-
tation,? although this association was not
emphasised in the report and the patient,
who was aphasic for 12 days, also had no
other identifiable cause.

Focal motor seizures and epilepsia par-
tialis continua may occur in up to 25% of
patients with non-ketotic hyperglycaemia,
unlike the generalised seizures associated
with most metabolic derangements. In the

largest series, this was the first presentation
of diabetes in nine of 21 patients; seizures
occurred at glucose concentrations as low as
15 mmol/l.> An appropriately sited lesion
was seen in 13 of these cases, by contrast
with the generalised atrophy without focal
change seen on CT in our patient. In these
cases too, the seizures lasted for one to four
weeks, then remitted, without any clear
relation to glycaemic control or anticonvul-
sants. The reason for this lag of clinical res-
olution behind metabolic correction is not
clear; it seems to exceed the usual delay in
dysequilibrium syndromes.

The hyperosmolarity of hyperglycaemia
can itself cause infarction and regional
reduction of cerebral blood flow in rats.*
The SPECT findings in this case would be
consistent with this, although the confound-
ing effect of the seizures themselves on cere-
bral blood flow cannot be excluded.
Seizures may be triggered by hypergly-
caemia in the cat’s occipital cortex rendered
irritable by local penicillin treatment.’ A
potential mechanism is, therefore, the
hyperosmolar irritation of neurons rendered
ischaemic by an enhanced tendency to vas-
cular disease and by an acute reduction in
cerebral blood flow secondary to hypergly-
caemia and dehydration.

We thank Dr Rudolph for his help in interpreta-
tion of the EEG recordings, and Dr Z Zhang and
Dr K Nijram for interpreting the SPECT studies.
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Alien hand sign or alien hand syn-
drome?

A precise definition of the alien hand syn-
drome does not yet exist. Classic descrip-
tions comprise three or four hallmarks: (a) a
feeling of foreignness of the limb, () failure
to recognise ownership of it when visual
clues are removed, (c) autonomous motor
activities that are perceived as involuntary
and are different from other identifiable
movement disorders, and (d) personifica-
tion of the affected body part.!?

The combination of lesions necessary to
produce this phenomenon is not certain.
Traditional studies showed that damage to
the bifrontal cortex, lesions of the anterior
corpus callosum alone, or combinations of
frontal and callosal lesions were most often
involved.?* Nevertheless, several cases of
alien hand syndrome with different neu-
ropathological findings are raising new
hypotheses.! > ¢

Our patient had an alien hand syndrome
after a lesion in an unusual site. An 80 year
old, right handed man complained of
strange involuntary movements of his left
hand. He was a retired pianist with a history
of chronic obstructive pulmonary disease,
hypertrophic cardiomyopathy, and acute
myocardial infarction 17 years previously.
He did not complain of any past neurologi-
cal condition. He was well until the morn-
ing of admission when he was suddenly
woken by “insistent touching of his neck
and face”. As he was living alone, he was
frightened by the thought of “someone
breaking into the house”, and was puzzled
when he realised that it was his own left
hand that was scratching him. When
attempting to wash and dress himself, he
had serious difficulties due to the interfer-
ence of his left hand, which could not be
restrained from grasping his razor or unbut-
toning his clothing.

The patient was fully alert and oriented,
and general physical examination was unre-
markable. There was no disturbance of lan-
guage. He was unable to reach objects with
his left hand under visual control. The cra-
nial nerves were otherwise intact. Motor
function was normal although there was a
mild left hypaesthesia, and tactile neglect.
He was unable to distinguish his limb from
the examiner’s or to recognise objects with
his left hand when visual clues were absent.
He was unaware of the location of his left
arm. He displayed some non-goal directed
activities such as scratching and raising his
left hand, which he perceived as imposed
and uncontrollable. These autonomous
movements were sometimes triggered by
movement of the right hand. There was also
enormous difficulty in bimanual coordina-
tion tasks, such as taking off his glasses.
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A)

(B)

(A) Sagirtal T2 MRI showing a cortical infarct in the right parietal region; (B) CT showing an old

cortical infarct in the left parietal region.

Brain CT without contrast showed an old
cortical infarct in the left parietal region.
Magnetic resonance imaging on the 12th
day showed a recent cortical infarct in the
high right parietal region, and cortical atro-
phy localised in the left parietal region,
without evidence of callosal lesions. A
SPECT examination performed on the 10th
day showed a left parietal perfusion deficit
with hyperperfusion on the right parietal
region. The patient was treated with ticlopi-
dine from the first day; the abnormal motor
behaviour as well as the foreign limb sensa-
tion gradually disappeared after the first
week, but the loss of visual guidance of the
affected limb and loss of sensation still per-
sisted on discharge.

The phenomenon that one hand behaves
independently of the patient’s will was first
described by Goldstein®> in 1908, while
studying patients with callosal lesions. Since
that initial report, several authors have
described similar sensorimotor behaviour in
association with lesions involving the corpus
callosum, the mesial frontal lobes (cingulate
gyrus and supplementary motor areas),
combinations of both, or bifrontal lesions.*
Despite all these clinical descriptions, no
unifying criteria were set for the “alien hand
syndrome” or “alien hand sign” (depending
on the authors). Aetiological theories all
have in common some notion of disconnec-
tion (right from left, or sensory from motor)
and some notion of released inhibition
affecting activities of the alien hand.?
Feinberg et aP suggested that alien hand
syndrome was in fact two different entities,
both from a clinical and anatomical per-
spective: a frontal alien hand syndrome and
a callosal alien hand syndrome. The first
type would result from damage in the sup-
plementary motor areas, anterior cingulate
gyrus and medial prefrontal cortex of the
dominant hemisphere, and anterior corpus
callosum, and would be clinically related to
reflexive grasping and compulsive manipu-
lation. The callosal type would be charac-
terised primarily by intermanual conflict
and requires only an anterior corpus callo-
sum lesion.

More recently, alien limbs have also been
described with other underlying pathology,
such as corticobasal degeneration, and cen-
tral sensory nuclei (thalamic), occipitopari-
etal, and internal capsule lesions.'® In all
the described cases, callosal, thalamic, or
internal capsule lesions, added to cortical
lesions were required. Doody et al' suggest
that, alternatively, a large posterior infarct
alone may be sufficient to give an alien
hand syndrome, although this has never
been reported. The clinical picture of these
cases also fulfilled the criteria of the feeling
of foreignness and autonomous movements
seen in classic descriptions. Nevertheless,
they also displayed other associated features
such as cortical myoclonus, abnormal sen-
sory functions, loss of visual guidance of the
affected limb (optic ataxia), or movement
disorders.

In our patient, the feeling of strangeness
and imposed involuntary movements,
together with the inability to recognise his
hand without visual clues, gave the picture
of alien hand syndrome. There was no evi-
dence of any frontal, callosal, thalamic or
internal capsule lesions. We think that in
our case, bilateral dorsoparieto-occipital
lesions interfere with peristriate outflow
pathways toward parietal zones, where
visual-somatosensorial  interactions are
likely to occur. When bilateral, and in this
specific case, synchronous, these lesions
could explain the right parietal syndrome
together with the loss of visual guidance of
the affected limb, that can also result in an
alien hand syndrome. Epidemiological stud-
ies of alien hand syndrome, then, will be
difficult until a clear cut syndrome is
defined or there is a consensus about
whether there are one or more syndromes
and what the relation is between each syn-
drome and the underlying process.?

Our patient shows the multiple anatomi-
cal substrates underlying potential alien
hand syndrome and the clinical variability
(associated cortical symptoms, accompany-
ing movements, duration) of this syndrome.
Given the difficulties in a homogeneous
assessment and consensus definition, we
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prefer alien hand sign instead of alien hand
syndrome, so that more flexibility in
anatomical correlations and associated fea-

tures can be permitted.
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Antiganglioside antibodies in toxic oil
syndrome

Toxic oil syndrome emerged in Spain in
1981, affecting 20 000 people after inges-
tion of rapeseed oil that was denatured with
aniline for industrial use, subsequently
refined in an attempt to detoxify it, and
fraudulently directed to human consump-
tion.! It caused an acute flu-like illness with
interstitial pneumonitis that progressed in
15% of the patients to a chronic syndrome,
characterised by scleroderma-like skin man-
ifestations, sicca syndrome, arthritis, and
various neurological disorders.? These were
acute encephalopathy, stroke-like episodes,
and peripheral nerve lesions with acute or
chronic axonal or, less often, demyelinating
polyneuropathy. The neuropathy ranged
from mild impairment to severe cases,
wheel chair bound for months. Around
10% of these patients are still under med-
ical surveillance, due to cardiorespiratory
and neurological sequelae. The clinical fea-
tures and proposed pathogenic mechanism
of toxic oil syndrome are similar to the
eosinophilia-myalgia syndrome. So far, the
toxic substance has not been identified and
the mechanisms of lesion of the peripheral
nerves has not been established. An autoim-
mune mechanism has been proposed, but
the role of autoimmunity is not clear. We
have evaluated the presence of antiganglio-
side antibodies in patients with toxic oil
syndrome and peripheral neuropathy.
Serum samples from 12 patients (two
men and 10 women, age range 20-60;
mean 43-9 (SD 16-7) years) with toxic oil
syndrome and peripheral neuropathy were
studied. Neuropathy was not progressive,
except in one patient, in whom progression
was established by repeated conduction
studies. Two patients also had CNS disor-
ders (myoclonia and hyperreflexia). Serum
electrophoresis, erythrocyte sedimentation
rate, complement study, latex fixation, and



