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literally hundreds of patients. In specific
human terms, Cooper devoted himself
wholeheartedly in the Home for Incurables
to amelioration of symptoms, relief of
suffering and cure of patients whom the
pundits ex cathedra said could not be
helped. He focused his considerable per-
sonal attention on each of his patients; his
concern and care for each was obvious to
all. He was indeed a remarkable person. As
one example, on several occasions when he
was invited to lecture outside the country, he
learned the language of his hosts so as to be
able to lecture to them more efficiently.
To quote Professor Adrian RM Upton,

"Cooper... excited... strong, emotional,
irrational and destructive responses from his
peers."3 The reasons for those responses
are, of course, complex but Professor Upton
suggests that Cooper's youth and enthusi-
asm (as well as the truth of his demonstra-
tions in the face of preconceived notions to
the contrary) produced unscientific, unin-
tellectual, if not unacademic, responses from
many senior neurosurgeons and neu-
rologists. Cooper's beliefs that his treatment
would "provide important benefits for man-
kind and his attempts to widen the use of the
procedure were seen as self-promotion."3 A
most interesting and enlightening exposition
of these aspects of Irving Cooper's life is
presented in his own words in the volume
entitled The Vital Probe-My Life as a
Brain Surgeon.' I recommend it most
strongly to those interested in neurology,
neurosurgery and psychiatry.
To return to Dr Bucy's excellent review; I

am unable to avoid replying to two state-
ments which he emphasizes perhaps some-
what dogmatically. The first, "With the
development of more accurate" radiological
imaging "methods of diagnosis, electro-
encephalography gradually disappeared" is
clearly not true. As we reported several
years ago,5 neurological/neurosurgical cen-
tres such as ours and, I believe, the Mayo
Clinic, continue to perform as many EEGs
as ever. In addition, EEGs are being done in
new and more useful circumstances such as
monitoring cerebral function during carotid
endarterectomies or in the neuro-intensive
care unit.
The second has to do with Dr Bucy's con-

tention that glioblastomas are now amena-
ble to total removal and cure if only they
were diagnosed earlier, when the first symp-
toms appear. Cerebellar astroctyomas in
children are often well circumscribed and
can be removed so that the patient is cured;
however, that is not the case with the over-
whelming majority of glial tumours such as
glioblastomas. To make the point most

strongly, I would like to know if a single
well-documented example of a 5 year cure of
a patient with glioblastoma has even been
published? I believe not but even if an

exhaustive review of the literature could
produce several, one's failure to find such
cases is clearly not due to lack of therapeutic
enthusiasm on the part of neurosurgeons or
failure of tens or hundreds of thousands of
patients with glioblastoma to have received
operative therapy. For reasons that are yet
unclear, it has not been possible to remove
all the malignant tissue; glioblastomas
appear not to be cured by surgery. Most
clinical neuroscientists would look to the
future in molecular biology, immunology or
chemotherapy rather than to earlier or bet-
ter ablative neurosurgery for eventual cures
of these dreadful neoplasms.'

ROBERT R YOUNG
Laboratory of Clinical Neurophysiology,

Department of Neurology,
Harvard Medical School,

Massachusetts General Hospital,
Boston, MA 02114, USA

References

Bucy PC. Scotland: the birthplace of surgical
neurology. J Neurol Neurosurg Psychiatry
1985;48:965-76.

2Sullivan R. Obituary. New York Times, 4
November 1985;D14.

3Upton ARM. Introduction. In: Cooper IS. The
Vital Probe-My Life as a Brain Surgeon.
New York: WW Norton and Co, 1981:13-6.

'Cooper IS. The Vital Probe-My Life as a Brain
Surgeon. New York: WW Norton and Co,
1981.

sChiappa KH, Young RR. Impact ofCT on EEG.
Neurology (Minneap) 1979;29:421-2.

6Walker MD, Green SB, Byer DP. Randomized
comparison of radiation therapy and nitroso-
ureas for the treatment of malignant glioma
of the brain. N Engi J Med 1980;303:1323-9.

Familial syringomyelia

Sir: We were interested to read the report
by Busis and Hochberg, in the September
1985 issue of this Journal,1 of two sisters of
whom one had proven and the other had
possible syringomyelia. We would like to
report the cases of a father and son, both of
whom had a documented Arnold-Chiari
Type I malformation and syringomyelia.
Case I A 32-year-old man presented in
1963 with pain in the right arm, reduced
spinothalamic sensation in dermatomes C8
to T5 on the right and reduced tendon
reflexes in the right arm. There was gradual
progression of his symptoms and in 1972

Matters arising
spinothalamic sensation was reduced over
C4 to L3 on the right and C3 to T4 on the
left and there was MRC Grade 4+ weak-
ness of right triceps, wrist and finger exten-
sors with absent right biceps and triceps
reflexes. Myelography in 1972 indicated an
Arnold-Chiari Type 1 malformation and a
widened cervical canal and he underwent
posterior fossa decompression and C1,2
laminectomy with some improvement. In
1984, aged 53 years, he returned with gradu-
ally worsening pain in the right shoulder,
weakness of the right hand and more severe
sensory loss, for 10 years. There was loss of
spinothalamic sensation in dermatomes C2
to L2 on the right, MRC Grade 4 weakness
in the right arm, absent right arm tendon
reflexes and an absent left triceps reflex.
Myelography and subsequent CT scanning
showed the previous posterior fossa decom-
pression and laminectomy. A CT scan 24
hours after myelography showed a flattened
and atrophic cord and collection of contrast
medium within the cord, indicating a syrinx.
Case 2 The son of Case 1 presented at age
18 years, in 1977, with pain and numbness in
the right hand and arm. Myelography
revealed tonsillar herniation and a swollen
cervical cord. A posterior fossa decom-
pression and Cl,2 laminectomy was carried
out and after operation the patient was pain
free and had reduced spinothalamic sensa-
tion in dermatomes C2 to C5 on the right.
He returned in 1983 with pain in the right
upper arm and paraesthesiae and numbness
in the whole right arm. Examination
revealed reduced spinothalamic sensation in
the distribution of the right trigeminal nerve
and dermatomes C2 to T6 on the right,
wasted right biceps, MRC Grade 4 weak-
ness of muscles supplied by segments C5 to
C8 on the right, a reduced right biceps reflex
and exaggerated lower limb tendon reflexes.
A myelogram demonstrated the previous
posterior fossa decompression and lami-
nectomy, tonsillar ectopia and a swollen cer-
vical cord. A subsequent CT scan also
showed the enlarged cervical cord and a
large syrinx. At operation a syringo-
peritoneal shunt was inserted and on follow
up the patient has been pain free and had no
progression of neurological deficit.

There was no history of birth difficulties
or significant past history in either patient.
The parents of Case 1 died in their eighties
with no history of neurological disorder.
Case 1 has four siblings and Case 2 has two
siblings, all of whom are well.
Our cases had documented syringomyelia

and Arnold-Chiari Type I malformations,
adding to the cases reported and reviewed
by Busis and Hochberg. In our cases syrin-
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Matters arising

gomyelia may have been secondary to the
abnormality at the craniocervical junctior
which may prevent the normal egress oi
CSF from the fourth ventricle. There was nc
history of any difficulty in pregnancy oi
birth, infection or trauma that may have
resulted in adhesions in this area. As dis
cussed by Busis and Hockberg, the possi
bility of this condition being inherited must
be entertained.
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Isolated central facial palsy

Sir: With great interest we read Drs Huang
and Broe's article Isolatedfacial palsy: a new
lacunar syndrome.1 They reported three
cases of isolated upper motor neuron facia]
palsy without significant limb weakness
Two of their cases showed some degree ol
dysarthria and dysphagia. Their CT scans
were consistent with small infarcts in the
region of the corona radiata bilaterally in
one case, the right corona radiata in another
case, and the anterior corona radiata bilater-
ally in the third case. Recently we encoun-
tered such a case of central facial palsy with
mild dysarthria and clumsiness of the hand.
The CT scan showed a small infarct in the
region of the left corona radiata as in their
cases. We believe the symptoms of our case
and their cases are identical to those ol
Fisher's dysarthria-clumsy hand syndrome,2
as shown in our case reported below.
A 58-year-old right-handed man devel-

oped sudden dysarthria on 20 July 1984. A
right central facial palsy with dysarthria was
noted and treated as a cerebral infarction by
his doctor. Five days later, he visited our
hospital for CT scan. On examination he
showed right central facial palsy and mild
dysarthria and showed normal tongue and
soft palate movement. Tendon reflexes and

strength of extremities were normal. He
complained of difficulty writing, although

f his writing appeared normal. CT scan was
consistent with a small infarct in the region

r of the left corona radiata (fig). On 5 Sep-
tember, his symptoms improved. CT scan

was unchanged.
In 1967, Fisher reported 20 cases of the

t dysarthria-clumsy hand syndrome.2 He
stated, "The cardinal features of our cases

4 have been: moderate to severe dysarthria;
4 central facial weakness of one side of the
s face; deviating of the tongue on protrusion;
v impairment of la-la-la; a trace of dysphagia;

clumsiness, awkwardness, and slowness of
the manipulations of the affected hand;

c questionable weakness of the hand;
difficulty in writing..." One pathologically
studied case revealed a pontine lacune,
which was responsible for the symptoms, he
said. He speculated that a similar syndrome
might also result from a lesion in the internal
capsule or corona radiata. Spertell and Ran-
som reported a case of the dysarthria-
clumsy hand syndrome associated with
acute infarction of the genu of the internal
capsule.3 Although Huang and Broe did not

* mention Fisher's report, we consider their
cases and our case to be examples of his
speculation.
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Fig CTscan without contrast
enhancement; 5 days after onset. Arrow
indicates low density in the left corona
radiata.
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Huang and Broe reply:

Although Fisher was less than exact in his
original definition of the clumsy hand1 later
reports have interpreted the hand movement
defect as being incordination.2 I Fisher has
supported this interpretation subsequently
by classifying the syndrome as a variant of
the ataxic-hemiplegia syndrome.4 Supra-
nuclear facial palsy is seen in both the
dysarthria-clumsy hand syndrome and the
faciobrachial variant of pure motor stroke.5
In view of the fact that the patient was seen
at a stage when no weakness or incor-
dination was present and difficulty in writing
could result from either syndrome in the
resolving phase, it is difficult to be certain
whether the case described by Dr Nishimoto
et al should be classified as the former or the
latter. Involvement of the hand would how-
ever exclude isolated supranuclear facial
palsy which should only be diagnosed when
the patient has deficits limited to the face
and bulbar muscle and has no limb
involvement.6 Whilst pure motor stroke is
due to a lesion limited to the corticospinal
tract, ataxia would imply involvement of
corticocerebellar pathways. Although the
lacunar syndromes share many common
features, distinction between each is neces-
sary if useful anatomico-clinical correlation
is to be made.
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