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M. LIPWORTH, M.D., M.R.C.P. (EDIN.), eurologist, Durban

Tuberous sclerosis is a rare syndrome, usually familial,
characterized by the occurrence of tumours on the surfaces
of the lateral ventricles and patches of sclerosis on the
urface of the brain. Clinically, progressive mental

deterioration, epileptic convulsions, and skin lesions, such
a adenoma sebaceum, are usually found. Further mani
festations are mentioned below. The rarity of this con
dition warrants a report being made of a case under my
care.

The syndrome was described separately by Hartelegen
in 1880 and by Bourneville in 1880-'81, who established
it as a morbid entity. It is eponymously associated with
him as Bourneville's disease.

Over the years about 400 cases have been reported. It
is saidl that the disease shows no racial proclivity, but that
it does not occur in the coloured races. I am informed,
however, that a case was diagnosed as such in an Indian
infant on X-ray investigation at King Edward VIII Hos
pital, Durban. The disease is also said to affect males
more frequently. In a great number of the recorded cases
heredo-familial factors are operative, and in many it
appears as a Mendelian dominant.

The child usually seems normal at birth, and the syn
drome manifests itself as a rule during infancy or early
childhood. The usual milestones of early childhood are
achieved rather slowly, and convulsions may occur. In
the course of the next few years, the signs of retardation
become more evident; and so too do the skin manifes-
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tations, which are usually vi ible before the age of 10
years. At puberty the disease progres es rapidly and, as
the child grows older, the mental regres ion proceeds.

The skin le ions of the face (adenoma sebaceum) be
come more prominent, and so do the skin lesions on
other part of the body (as in the ca e to be described).

Temper tantrum are common, and real epileptic mani
festations appear; these may be major, minor or Jack
sonian in type. Paralysis or paresis is rare.

The mental changes range from complete imbecility to
a mild degree of feeblernindedne . In very rare cases the
mental powers are only slightly impaired. Some patients
show primitive psychotic features, others paranoid hal
lucinations.

The cutaneous manifestations are an integral part of
the symptom complex, and the most common of these is
the characteristic facial one in the so-called butterfly
distribution.

Although this is usually not the case, the skin lesions
sometimes contain neurofibromatous tissue. This link with
von Recklinghausen's disease has been described two or
three times in the history of the disease. A similar asso
ciation is noted in the case to be described.

Retinal lesions occur, though rarely. They are usually
considered to be a 'phakoma' (congenital tumour) of the
retina. In the case to be described the left eye is so
disorganized that a clinical diagno is is quite impossible.

The disease may be associated with other defects and
a b nor malities in
other regions of the
body, such as spina
bifida, palatal de
fects, cryptorchia,
digital defects, renal
tumour formation,
etc.

X - ray changes
were first noted by
Marcus in 1924.

ince that time other
X-ray studies have
been made and there
have been reports of
osseous changes and
cyst formation in
the long bones and
the bones of the
hand!! and toes, also
of cranial calcifica
tion and calcification
of brain substance.
These X-ray changes
are said to occur in
about 60% of the
patients.
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CASE REPORT

The patient is J.S., a European male, aged 21 years. His
parents and two sisters ate alive and well. 0 family history
of the disease can be traced.

The patient was a full-term baby and weighed 7t lb. at
birth. When 10 days old, he developed bronchopneumonia and
was very ill. At 3 months he weighed only 6 lb.

He had a tonsillectomy performed at the age of 4 years;
at operation there was heart arrest. After the operation the
patient did not speak for many months, but in due course
speech returned. He spoke, and speaks now, in a voice tone
very suggestive of cleft palate (which defect is not present).
His mother attributes his present condition to the heart arrest.

He had difficulties in kindergarten and subsequently at
school; he was considered a backward child at the age of 10
years.

His facial expression is suggestive of some mental retarda
tion; the lad himself makes very little complaint.

The finger movements are somewhat clumsy. There are
morbid temper tantrums, but no true epileptic phenomena are
reported. He is blind in the left eye, which is completely
disorganized. There are no physical signs of organic nervous
disease.

The left testis has not descended. His blood pressure is
120/80 mm.Hg.

His body and limbs are covered with the characteristic skin
lesion (Figs. 1 and 2). There are only one or two nodules on
the face. A biopsy of one of the nodules from the left fore
arm showed neurofibromatous tissue.

A Terman-Merrill intelligence test revealed a very low
average intelligence.

X-rays of the skull, long bones, hands and feet show no
abnormality.

SUMMARY

A sporadic case of tuberous sclerosis is described. No
other familial incidence can be traced.

The patient shows the characteristic skin lesion on the
body and limbs. There is some intellectual deficit. The
occasional association with neurofibromatous changes in
the nodules is noted.

I am indebted to Dr. S. Atlas of Durban, who referred the
patient to me; and to Drs. B. Kramer and L. E. Wolpert for
the X-ray studies.
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PASSING EVENTS: IN DIE VERBYGAAN

The Soulh African Institute for Medical Research, Johannes
burg, Staff Scientific Meeting. The next meeting will be held
on Monday 29 October at 5.10 p.m. in the Institute Lecture
Theatre. Dr. L. Cohen will speak on 'Radiation biology and
cancer'.

South African Geriatric Society (M.A.S.A.). The next meeting
of this Society will be held on Wednesday 31 October 1962 at
8.15 p.m. in the A-floor Lecture Theatre, Groote Schuur
Hospital, Cape Town. The Hon. Mr. Justice J. Herbstein will
discuss 'Some legal problems pertaining to the aged'.

All medical practitioners are invited to attend. Members
of the legal profession will be present.

Lede word daaraan herinner dat hulle die Sekretaris van die
Mediese Vereniging van Suid-Afrika, Posbus 643, Kaapstad,
sowel as die Registrateur van die Suid-Afrikaan.se Geneeskun
dige en Tandheelkundige Raad, Posbus 205, Pretoria, moet
verwittig van enige adresverandering. Versuim hiervan beteken
dat die Tydskrif nie afgelewer kan word nie. Dit het betrek
king op lede wat oorsee gaan sowel as die wat binne die
Republiek van adres verander.

..

..

..

..

Dr. W. B. E. McCrea, ophthalmic surgeon, formerly of East
London, has commenced practice in Ladysmith, Natal.

* * *
University of Cape Town and Association of Surgeons of
South Africa (M.A.S.A.), Joint LeClures. The next lecture in
this series will be held on Wednesday 31 October 1962 at 5.30
p.m. in the E-floor Lecture Theatre, Groote Schuur Hospital,
Observatory, Cape. Dr. J. L. van Selm will speak on 'Recent
advances in ophthalmic surgery'. All members of the -Medical
Association are welcome to attend the lecture... .. ..
The College of General Practitioners, Cape of Good Hope
Faculty. A Symposium on 'Depression in general medicine' will
be held at the Vineyard Hotel, Newlands, on Tuesday, 30
October 1962, at 8 p.m. The speakers will be Dr. James
McGregor, who will talk on 'Diagnosis of depression'; Dr.
H. R. B. Wilson on 'Depression as seen in general practice';
and Dr. Harold Cooper on 'Treatment of depression', This
will be followed by an open discussion and refreshments will
be served. All doctors are invited to attend... .. ..
Dr. J. J. Jacobson, dermatologist, of Cape Town, has left on
a visit to Holland and Israel where he will be attending
dermatological clinics. Dr. Jacobson is accompanied by his
wife, and will be away until the end of November.

TIIE BICKERSTETH MEDICAL SOCIETY : DIE BICKERSTETH MEDIESE VERENIGING

CLINICAL EVENING, SOMERSET HOSPITAL, TUESDA Y 25 SEPTEMBER 1962

Business
The constitution of the Society was formally proposed and

adopted.
Dr. Jack Selkon was elec.ted Honorary Treasurer.

Cases Presented
1. Dr. K. van Eeden presented a diabetic patient who

developed hypoglycaemia while receiving lente insulin in
hospital. Apart from recognizing the common symptoms of
hypoglycaemia, medical and nursing staff should be on the
alert for such manifestations as 'unusual quietness' or 'hysteri
cal behaviour' in order to detect untoward symptoms
promptly and treat certain patients.

There is a greater danger of a diabetic patient, undergoing
an operation, developing hypoglycaemia from the injudicious
use of insulin under fasting conditions; than of developing
diabetic coma while under observation in the postoperative
period.

2. Mr. M. Margo presented X-rays of a patient and quoted
other patients to illustrate the radiological abnormalities which

may occur when a chronic duodenal ulcer becomes adherent
to a fibrosed gall-bladder wall.

3. Mr. L. Blumberg reviewed the diagnosis and manage
ment of gastro-intestinal haemorrhage. It is far easier to give
a formal lecture or to quote authoritative publications on
the subject than to provide a completely satisfactory formula
to guide physicians and surgeons in individual cases. A smaller
number than is usually quoted have chronic peptic ulcers,
proved either radiologically or at laparotomy. The important
role of salicylates should always be noted. At laparotomy, if
no chronic ulcer is palpable, it is sometimes difficult to
express an accurate opinion on the state of the stomach wall
when the stomach is full of blood. 'Blind' gastrectomy is not
a welcome procedure.

A strong case can be made out for implementing a policy
commonly mentioned, viz. early routine radiography as soon
as the patient has been adequately transfused, to h.elp provide
data which could influence management.


