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The athetoid syndrome

effort may still bring the head up, though only
briefly, and visual stimuli also help. The negative
phenomena—impairment of axial elevation against
gravity, and of the trunk righting and rotative reac-
tions, are an invariable feature of the athetoid syn-
drome; but, because of the diffuse nature of the
lesion in cases of spastic diplegia, these same fea-
tures may be found in most other forms of cerebral
palsy. Impairment of head-elevation is rarely, if
ever, due to an excess of flexor tone, as can be sim-
ply verified by feeling the neck muscles. Often these
children show a phasic alternation, periods of spon-
taneous head-elevation lasting a few seconds being
interspersed with more prolonged periods of axial
collapse in which, though conscious, they are cap-
able of nothing.

1. Postural mechanisms

In 127 of the case-notes there was reliable informa-
tion about negative phenomena. Eighty-five per
cent had impaired head and trunk control in their
first year, 51% in the second, and 41% in subse-
quent years. In many cases, these negative symp-
toms were long-lasting and disabling. Of those cases
who were reviewed after the age of 10, 62% still
could not sit, stand or walk without support; those
who could sit without support could also stand and
walk, indicating that stability of the trunk is the pre-
requisite of stance and gait. In two-thirds of the
cases, however, impairment of axial control and of
the righting and rising reactions remained the most
disabling feature of the condition: the positive
phenomena, though necessary for the diagnosis,
were often less important in determining the child’s
ability than the negative ones, and the most disabl-
ing positive phenomena were not the athetoid
involuntary movements of the fingers or limbs but
the release phenomena common to many cases of
central brain damage.

2. Deafness, intelligence, and speechlessness
Sixty per cent of the children were severely disabled
from the physical point of view, while 24% were
moderately, and only 16% mildly affected. Hearing
loss occurred in 81% of the jaundice cases, 9% of
the asphyxia cases, and in 39% in the whole series.
(Hypoxia is now recognised as a definite cause of
damage to the cochlear nuclei.*®s!) When related to
the severity of the physical handicap, the highest
incidence of hearing loss was in the moderately
affected, and not the severely affected group.
Dunsdon®* found that the majority of cases of
athetosis had an IQ below 85, though 8% had an IQ
above 115, but this was before the era of aids to
non-verbal communication. Because of the difficulty
of estimating intelligence even with non-verbal tests
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and eye-pointing, our cases have been divided into
three categories—intellectually subnormal, average,
and above average (IQs under 75, 76-110, and over
110). As might be expected, a low IQ tended to be
associated with greatest physical severity, but there
were noteworthy exceptions: 4% of our totally dis-
abled cases, and 5% of the moderately disabled had
1Qs over 120. It has been said*® that asphyxia causes
more widespread damage than kernicterus and so
tends to be associated with a lower 1Q. The reverse
was found in the present series: 31% of the asphyxia
cases had an IQ of over 100, as opposed to 17% of
the kernicterus cases.

Dysarthria is an integral part of the syndrome:**
only two cases had normal speech. Speechlessness
was taken as inability to produce short phrases of
more than a few intelligible words in order to
express needs and thoughts. Of 151 cases in which
adequate information was available, 63% were in
effect speechless at the age of 5. As would be
expected, speechlessness tended to go with physical
severity and intellectual retardation, but once again
there were important exceptions, a crippling dysar-
thria occasionally occurring in a child whose physical
disability was only slight: the converse was rare
(<1%). Speechlessness at the age of 5 proved to be
as common without deafness as with it. While the
highest incidence of speechlessness at the age of 5
naturally occurred in the cases of low intelligence,
there was a very important minority (4%) in whom
speechlessness was associated with very good intel-
ligence, and a substantial group (28%) who were
speechless at 5 and yet had an intelligence that was
at least normal. The highest incidence of severely
retarded speech of course was in the athetoid quad-
riplegic group. When the analysis was restricted to
cases of “pure athetosis”, the proportion of speech-
less children with normal or high intelligence was
somewhat greater. Children lacking the ability to
question must inevitably be intellectually starved,
and it is doubtful whether their intelligence can be
accurately gauged even by the so-called non-verbal
tests available, the instructions for which are neces-
sarily verbal. From the theoretical point of view the
dysarthria is important as it casts some light on the
nature of the disorder. Neilson and O’Dwyer,’
using a meticulous polygraphic technique, have
shown that the dysarthria is not due to the interfer-
ence of a sustained background hypertonus, the
activity of primitive reflexes, imbalance between
‘“positive and negative oral responses”, or the dis-
ruption of voluntary movements by involuntary
ones—all cherished theories that have held sway too
long. They conclude that the dysarthria is due to
faulty command at the cortical level, an explanation
that can obviously be extended also to the disorder
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of limb movements. Speechless though these chil-
dren are at first, very few of them are truly aphasic
and some achieve a high linguistic ability as is shown
by the books of poetry and autobiography written by
adult athetoids.

II THE POSITIVE PHENOMENA

Involuntary movements
The abnormal postures and movements were fully
illustrated by Foerster’*® and have been well
described by Twitchell,®* who summarised the obser-
vations of Hammond, Shaw, and Anton.5” It was
Anton, for example, who pointed out that often an
intended movement begins in the antagonist—
‘“‘contrary movement”’. Most of the phenomena are
listed in table 2. The involuntary movements are
divisible into two main groups—on the one hand,
continuous irregular movements of face, tongue and
extremities together with recurrent postures of the
trunk, and on the other hand associated or release
phenomena, such as extensor spasms and the startle
reaction, that occur also in patients with diffuse
brain damage. The true continuous involuntary
movements are slow, sinuous and irregular move-
ments of the lips and eyebrows, or rolling move-
ments of the tongue with or without protrusion,
purposeless movements of flexion or extension of
the fingers and toes, together or individually, so that
they move like tentacles; and slow writhing move-
ments of the neck and trunk. An alternation bet-
ween retraction of the neck with flexion of the head,
and protraction with extension, is common. These
movements are augmented by anxiety, physical
insecurity, and the state of being about to act or
speak; they are absent in sleep (Hammond himself
being the only dissenter), at complete, secure, rest,*
and when attention is deeply held. Carlson®®
remarked of such patients at a film-show ‘they
became so completely absorbed in what they saw on
the screen that all involuntary movements ceased,
and for the duration of the performance they
seemed completely normal”. Twitchell wrote that
the movements can even be absent in confident
assisted standing. Short of stupefaction the condi-
tion is unaffected by drugs. The cocontraction of
agonist and antagonist and the wide diffusion of
muscular activity have been illustrated polygraphi-
cally by Pampiglione.*®

The second group of involuntary movements are
really obligatory postures imposed by the release of
the brainstem reflexes—the tonic labyrinthine,
symmetrical and asymmetrical neck reflexes and the

*Dejerine, quoted by Tardieu et al,* stipulated that the must be
Ppresent at rest, but no athetoid can be said to be at rest when lying on a couch.
The movements are in fact absent at secure rest.
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Moro response to neck extension or to sights and
sounds. In the early years the athetoids and the spas-
tic quadriplegics share many features in common.
The cardinal sign of involuntary movements may be
late in appearing; but swallowing is usually more
disturbed in the athetoid, and the relative normality
of eye movements, together with the athetoid dance
and the absence of fits or microcephaly make a dis-
tinction possible. Quite often the diagnosis has to be
revised as more dystonic features appear.

In addition to these release phenomena there are
a number of complex synergies that are characteris-
tic of the athetoid syndrome. Amongst these can be
classed the snarl and excessive smile that belies the
patient’s emotions; mass movements of limbs and
trunk in flexion or extension, and a number of
characteristic patterns in the limbs. These include
flexion-abduction-external-rotation of the thigh
with flexion of the knee, dorsiflexion of the toes and
supination of the foot alternating with extension-
adduction-internal-rotation of the thigh with exten-
sion of the knee and foot, this alternation being seen
well in the ‘““athetoid dance’’; and pronation of the
wrist in association with extension of the arm and
fingers, changing to flexion of the arm with supina-
tion. A common posture, and often the final defor-,
mity, is over-flexion of the wrist with slight flexion of=>
the metacarpophalangeal joints and over-extension
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of the interphalangeal joints. An attempt to reachZ2 S
forward is often accompanied by collapse of theQ
head and trunk. An attempt to grasp is preceded by<
over-extension of the fingers (“starfish-fingers” }—inz
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other words the contrary movement; often the grasp=Z Y

cannot be relaxed, or the hand on contact flies away
from its objective and a fresh effort has to be made;
or there may be alternating grasping and avoiding
reactions, neither of them powerful. Grasping is
often accompanied by aversion of head and eyes, the
reverse of the asymmetrical tonic neck reflex post-
ure, though occasionally the patient may use the
asymmetrical tonic neck reflex pattern to facilitate
flexion of the elbow once an object is in the hand. In
the prone position the arms are usually trapped
under the body. Crawling is impossible in even
moderate cases (though all of Twitchell’s cases could
crawl!). In contrast to the legs, in which the placing
reaction is always exaggerated, the placing reaction
in the arms may be absent, the forelimbs being
neatly folded, with supinated wrists, in the ventral-
suspended position. In the supine position the com-
mon posture of the arms is that of abduction-
external rotation-flexion in the ‘hands-by-ears”
position, while the lower limbs are abducted, exter-
nally rotated at the hips and flexed at the knees, in
contrast to the adducted-extended posture of the
diplegic. The hands-by-ears posture is often initi-
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ated by a Moro reaction, and a rhythmic succession
of these reactions contributes to some involuntary
movements; a child in this position cannot roll or be
rolled. (This positive resistance to being rolled
should not of course be confused with the negative
absence of the righting and rising reactions). Those
athetoids who can walk tend to lean backwards,
over-flex their hips, and yet make little advance
because of their backward tilt; the tendency to fall
backwards is seen also in many diplegics.

THE APPARENT NORMALITY OF EYE MOVEMENTS
Being speechless in their early and middle child-
hood, most of these children have to depend on eye
movements as their only means of communication:
indeed it is their eye movements that are their salva-
tion. Without special facilities this eye-code is
limited to yes-no responses and even these can be
difficult for the uninitiated to decipher. Eye-
pointing demands voluntary control of saccades, and
one of the remarkable things about the athetoid
syndrome is that eye movements are preserved
when every other kind of movement is completely
disorganised. In point of fact not every kind of ocu-
lar movement is unimpaired. In this series there
were 106 cases in which eye movements were noted
carefully, and impairment of upward gaze, including
“sunset eyes” occurred in 18%; optokinetic nys-
tagmus was impaired in 29%, and there were
abnormalities of pursuit movements in 20%; in two
instances the child had mistakenly been regarded as
blind in his first year. Automatic saccades are prob-
ably normal in all cases. The ocular avoiding reac-
tion is a very common and annoying phenomenon,
the head and eyes being averted from the object of
interest, visual assimilation presumably being
accomplished by lightning-quick sampling. One of
the most characteristic features of these children is
the preservation of the vestibulo-ocular reflex, the
visual axis remaining stable despite the head’s being
tossed in all directions. Squint is much less common
in athetosis (12%) than in cerebral palsy generally
(37%).*

Onset and progression

TIME OF APPEARANCE OF INVOLUNTARY
MOVEMENTS

Involuntary movements can appear quite late,
though our records contain only 38 cases in which
the time of onset is documented precisely. In 47%
they developed in the first year, in 18% in the sec-
ond year, in 16% in the third year, in 10% in the
fourth year, and in 8% in the fifth or subsequent
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years. In over half the cases, therefore, the cardinal
sign of athetosis was absent in the first year, so it is
small wonder that the diagnosis is often wrong.

The outstanding early features of these infants
appear to be difficulty with feeding, an over-active
startle reaction, opisthotonic spasms, postures dic-
tated by the tonic neck and labyrinthine reflexes,
rhythmical jaw-opening and tongue protrusion,
hence serious feeding difficulties, and the “athetoid
dance” when the placing reaction is elicited;*® the
athetoid dance is in fact often the earliest diagnostic
sign.

The majority (85%) of our cases showed con-
spicuous impairment of trunk elevation in the
first year, though many of these simultaneously had
extension spasms. Reliable information about
rigidity was available in 105 cases. Rigidity
developed in the first year in 52%, in the second
year in 27%, in the third year in 11% and later in
13%: rigidity therefore developed as often after the
first year as during it, and in a small proportion of
cases was delayed until after the sixth year. A
pathological Moro response after the second year
was recorded in 24% of cases, and a prominent
athetoid dance in 25%, though this is almost
certainly an under-estimate, the phenomenon often
being taken for granted. A myoclonic flexion-jerk
was a rare but definite phenomenon, quite distinct
from the usual extension spasm. Quite often the
extension-spasm seemed to be partly under
voluntary control and to be the only movement with
which, in his earliest years, the child could express
himself. A rare phenomenon, but a very
troublesome one, is the dystonic arm—extended,
internally rotated and abducted, which makes
crawling impossible; eventually these children learn
to hold the offending limb or sit on it.

EVOLUTION: THE CHANGE WITH AGE

The “Little Club’s” definition,? of cerebral palsy as
a ‘“‘non-progressive but not unchanging disorder of
posture and movement....” is particularly apt
when applied to athetosis, because athetosis changes
a great deal in the course of the decades.'® Actual
progression in cerebral palsy has been recognised by
Hanson e al,** whose cases of acquired mild spastic
diplegia or hemiplegia later developed progressive
choreoathetosis, while Burke et al* and Montagna et
al* have recorded the gradual progression of
athetoid and dystonic signs after birth asphyxia. An
analogy with some of the drug-induced dyskinesias
suggests that the condition, though histologically
non-progressive, may be biochemically progressive,
and results from denervation-supersensitivity of
receptors in the basal ganglia that have been dep-
rived for a while after birth of their normal supply of
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transmitters. Thus the negative phenomena are the
most obvious ones in the first two years or so, and
the positive signs appear later. In the present series
floppiness preceded rigidity in 53%, rigidity
appeared first in 23 %, the two appeared simultane-
ously in 15% and floppiness was persistent in 8%.
The floppiest “‘rag-doll” athetoids probably die in
their first two years.'® In the majority the floppy
state is punctuated by opisthotonic spasm. When
automatic head-elevation appears it does so in a
phasic “off-off” manner suggesting the intermittent
production of a transmitter.

No adult athetoid is ever hypotonic, even though
many of his postural reactions remain defective.
Furthermore, involuntary movements appear
gradually in the course of the first few years and tend
to change from rapid choreic movements to slower
dystonic ones as time goes on. The neck is thin and
frail in the infant and quite incapable of the mechan-
ical task of supporting the weight of the head; in the
older child and adult it is invariably hypertrophied;
finally in the adult the dystonic movements com-
bined with impairment of postural reactions result
eventually in spinal deformities. Almost nothing has
been written about the final deformed and rigid
condition of these patients. Hiatus hernia and
anaemia are common in the early years. Pain of spi-
nal origin is common in the later, and the author has
seen dysphagia, cervical myelopathy and inconti-
nence.

Discussion

The most remarkable features of the athetoid syn-
drome are that while the voluntary and postural
motor systems are completely disorganised there is
preservation of ocular movements, sensation, and
often of intelligence; similarly language is acquired
though speech, in over half the cases, is impossible,
and facial movements are so distorted that they can
only be interpreted by familiars. There is no other
condition in which an intelligent individual may be
obliged to spend a lifetime deprived of the ability to
communicate or move, or in which there is such a
discrepancy between motor intention and accom-
plishment. There is no other condition in which
early prediction of ability is so often belied by ulti-
mate achievement if modern aids are provided from
infancy. Those who are familiar with athetosis are in
no doubt that it is imperative that in the early
speechless years non-verbal means of communica-
tion®® must be provided if, in Shaw’s descriptive
phrase, “imbecility through deprivation™ is to be
prevented.

Many of the postural reactions never develop. In
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the early years when automatic trunk elevation is
absent, mechanical contrivances hurt; a custom-
built chair is essential. In most cases a measure of
axial stability is ultimately achieved though usually
without protective reactions, and these patients live
in perpetual peril of an undefended fall. Even the
most severe cases seem eventually to be able to
manage the controls of electronic aids, perhaps
because of the relative preservation of ballistic
movements. Walking, after a fashion, is sometimes
achieved quite late in life if contractures have been
prevented, and for this reason physiotherapy should
never be neglected in the school years. Negative
symptoms are common to all forms of brain damage
in early life and are concealed by the term *‘delayed
milestones”, and it is generally the positive signs
that establish the diagnosis. It is not surprising that
early diagnosis is often wrong, and questionable
indeed whether it is possible before the positive
signs appear. The matter of early diagnosis is of con-
siderable importance, for the development of
involuntary movements could theoretically be pre-
vented in the early stages of supposed ‘‘chemical
denervation” if the diagnosis could be made with
certainty in the first few months, and the missing
transmitter supplied. The most useful early diagnos-
tic clues are the history, a normal skull circumfer-
ence, normal eye movements, pharyngeal noisiness,
and the athetoid dance.

In the accepted sense there is no treatment. Short3
of stupefaction drugs are of little value, andZ
stereotaxic surgery,*’"® though pursued withz
enthusiasm, does not seem beneficial in the long=
term. Mitigation of the symptoms is, however, poss-
ible, though it demands teamwork. Correct handling
and feeding, measures to encourage trunk stability,
the careful choice and teaching of codes, and the
early provision of non-verbal means of communica-
tion add immeasurably to the happiness of the
patient and his family. The severest athetoids come
close to the state of “de-efferented man”, and the
usual mistake is to underestimate their abilities.

The following are a few simple rules that have
been borne in upon the author. An athetoid infant
who has had jaundice must be assumed to be deaf
until the contrary is proved; if his saccades are nor-
mal he should be assumed to be of normal intellig-
ence until, after years of observation, it is proved
that he is not; emotional lability is likely to be due to
either postural instability or the lack of a means of
communication; intelligence cannot be assessed in
the speechless child until he has been provided with
a non-verbal means of communication; and his ulti-
mate physical capability cannot be forecast before
he has achieved a reasonable measure of trunk sta-
bility.
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