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of epilepsy in mental hospital cases, this is counteracted by
a similar discrepancy between the findings of the Gibbses
and Lennox and those of Alstr6m, both of which are
based on clinic samples.

Apart from Metrakos' findings, therefore, we should
have to faU back on the hypothesis of differential geogra
phical distribution of epilepsy with a heavy genetic loading.

CO CLUSIONS AS TO PRACTICAL OUTLOOK IN HEREDITY
COUNSELLING

In conclusion, let us review problems 2 and 3 of our intro
duction in the light of our major genetic evidence and
argument just considered.

Armed with our modern armamentarium of neurological
and neurosurgical knowledge and techniques, including
electroencephalography, we are in a better position than
ever before to separate our patients into symptomatic and
idiopathic varieties. It is clear, in the light of contem
porary knowledge, that only the second category of
patients, the idiopathic or cryptogenic, are readily sus
ceptible to heredity counselling; and here we are in the
fortunate position of offering to the enquirer a low
empiric risk figure on the basis of which few clients would
be deterred from further procreation.

In the light of this, despite any differences we may
have with Alstr6m on matters of detail, we surely have
common ground with him in ub tituting what Aschner
and KaUmann" characterize as moderate eugenic recom
mendations for the existing legal restrictions of marriage
of Swedish persons afflicted with hereditary epilepsy.
'FoUowing a thorough discu sion of the medical, ocial
and genealogical aspects of the disease', he offer 'an
emphatic warning against rigid applications of this
restrictive law, especially in persons of satisfactory moral
and inteUectual standards'.
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A BANTU FAMILY WITH HEREDITARY SPHEROCYTOSIS
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TABLE I. HAEMATOLOGICAL fINDINGS

• p.tient was given 3 pints of blood after splenectomy.

was normochromic anaemia with spherocyto is, hyperbilirubi
naemia and reticulocytosis. The red-cell osmotic fragiJily and
autohaemolysis were markedly increased both before and after
incubation (Table II). The bone-marrow aspirate showed
marked erythroid hyperplasia and iron stores were adequate.
The urine contained urobilin, but no bilirubin.

Red-cell survival was measured with radioactive chromium.
Following labelling and re-injection of the patient's own
erythrocytes, the time taken for half the radioactivity to
disappear from the blood (Tt chromium) was )),5 days
(normal 28 ± 2 days). Mean cell life after correction for
elution was 23 days (Fig. I), and red-cell destruction was thus
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Malarial parasites were not found
Antibody tests:

(a) Direct antiglobulin (Coombs') lest - negative
(b) Indirect Coombs' test - negalive
(c) Donath-Landsteiner test - negative
(d) Cold agglutinins were not present

Ham's acid-serum test - negative
Modified lde test for syphilis - negative
Treponema pallidum immobilization test - posilive
Schumm's test for intravascular haemolysis- negalive
Haemoglobin electrophoresis = Hb A
Alkali-resistant haemoglobin = less than 2 %

Although hereditary spherocytosis is best known as a
disease affecting people of European origin, it is not
confined to any particular race. The disease has been
reported by Salah1 in Egyptians and by Stransky~ in the
Phillipines. Kline and Holrnan3 reported 6 cases in an
American Negro family, and stated that up to the time of
their' report only 42 cases had been described in Negroes.
There is to our knowledge only I recorded Bantu family
with hereditary spherocytosis.4 In view of the apparent
rarity of the condition in this racial group, we describe
here a further example, where it was possible to examine
13 members of the family.

CASE REPORT

D.M., a Bantu male aged 48, was admitted to hospital in
September 1%1, complaining of a sharp pain over the left
lower lateral side of the chest, of 2 months' duration. With
the onset of the pain the passage of dark urine had been
noted, but the colour of the stool was norma!. He had
noticed 'yellowness' of the eyes. There had been no episodes
of fever in the previous 2 months and he had not experienced
a similar episode previously. There was no history of leg
ulcers. The patient had known of a mass in his left side since
the age of about 8, and attributed it to a kick received in
that region.

Physical examination showed a slightly malnourished Bantu
male with pallor of the conjunctivae. There was a non-tender,
hard, notched splenomegaly extending 6 cm. below the costal
margin. either hepatomegaly nor lymphadenopathy was noted
and further examination revealed no abnormalities.

The relevant laboratory data are shown in Tables I and n.
The haematologic methods employed were standard' There
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Fi~. I. Red-cell survival (-.-.- = pre-splenectomy; - - • - - • - =
post-splenectomy; the shaded area indicate tbe normal range).

taking place at approximately 5 times the normal rate. The
surface counting pattern (Fig. 2) indicated that this exces ive
destruction wa taking place in the spleen.

Splenectomy was then performed. The spleen was enlarged,
weighing 625 G. Histological examination showed marked
congestion of the red pulp and dilatation of the inuses with
prominence of the sinus-lining cells. Abundant deposition of
haemosiderin, both in the red pulp and the fibrous trabeculae
and capsule, was present.

The post-splenectomy course was uneventful. The red-cell
survival study was repeated (Fig. I), and the red-cell life-span
was now within normal limiLS (Tt chromium 29 days; mean
cell life 106 day).

Family SlIIdy
Including the patient, 13 member of the family were

examined (Fig. 3). The patient's mother was alive, he had 4
siblings, 6 children and I grandchild. One son, aged 9, had
no history of jaundice, but had a hard, painless, non-tender.
notched splenomegaly 2 cm. below the costal margin as well
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Fig. 1. Surface counting pattern. The dotted lines indicate the upper
limit of normal. Tbere is marked accumulation of radioactivity over
tbe spleen. and a rise in tbe spleen/liver ratio.

as a hepatomegaly 2 cm. below the costal margin. Tumerous
spherocytes were present in the peripheral blood and the
serum bilirubin was 1·6 mg. per 100 ml., the direct reacting
fraction being 0·2 mg. per 100 ml.

The only other affected member was another son, who
gave a history of 'yellowness' about I year before examination,
the episode lasting about 2 weeks. On examination there was
a hard, non-tender, notched splenomegaly 2 cm. below the
costal margin, but no hepatomegaly. umerous pherocytes
were present in the peripheral blood and the total serum
bilirubin was 1·4 mg. per 100 ml., the direct reacting fraction
being 0'2 mg. per 100 m!. There was no history of jaundice
in any other members of the family; their spleens were not
palpable, and spherocytes were not detected in the peripheral
blood.

SPLEEN

DISCUSSIO

There can be no doubt that the Bantu family described
represents an example of hereditary spherocytosis. All the
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Fig. 3. Family study of the 13 subjects examined. Closed circles
affected members. Open circles = unaffected members.
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clinical and haematologic criteria (splenomegaly, sphero
cytosis, reticulocytosis, hyperbilirubinaemia, increa ed
osmotic fragility and autohaemoly is, and increased splenic
sequestration of red cells with response to splenectomy)
were present, and the hereditary nature of the disease was
demonstrated. The difficulty in obtaining corroborative
familial evidence in Bantu patients may exaggerate the
apparent rarity of hereditary spherocytosis in this group.
Thus the Bantu cases of haemolytic anaemia reported by
Merskey and Baskind,6 and Gon,' may well be examples
of hereditary spherocytosis were it possible to establish
the hereditary nature of the condition.

Hereditary spherocytosis is a form of haemolytic anaemia
most amenable to treatment, in that splenectomy is almost
invariably followed by restoration of the erythrocyte life
span to normal. In the present case, radioactive chromium
studies demonstrated excessive splenic sequestration of
erythrocytes and return to normal life-span after splen
ectomy. The association of splenomegaly and anaemia is
common in the Bantu, and the possibility of hereditary
spherocytosis should be considered. There are unfor
tunately no pathognomonic haematologic features of the
disease, and the diagnosis is proved unequivocally only by
the demonstration of other affected members of the
family who, in the Bantu, are often not available for
examination.

It is suggested that the association of splenomegaly with
anaemia, reticulocytosis, hyperbilirubinaemia, conspicuous
spherocytosis, markedly increased osmotic fragility and
autohaemolysis, and negative Coombs' test, is sufficient
indication for splenectomy. Much information of diagnostic
value may be obtained from the blood smear; the sphero-

cytosis which may occur in acquired haemolytic anaemia
is usually a 0 iated with red-cell fragmentation and/or
autoagglutination, features that are not u ually prominent
in hereditary pherocytosis.

The inheritance of the disorder follows a Mendelian
dominant pattern, although there i a deficiency in the
expected number of affected siblings, a fact demonstrated
in the present family.

SUMMARY

A Bantu family, in which 3 members have hereditary
spherocytosis, i described.

The difficulties of establishing the diagno is of the
disease in the Bantu are di cu ed.

It is sugge ted that the association of anaemia and
splenomegaly with hyperbilirubinaemia reticulocyto is,
conspicuous spherocytosis without fragmentation or auto
agglutination, and markedly increased 0 motic fragility
and autohaemolysis, is sufficient indication for splenectomy.

The apparent rarity of hereditary spherocytosis in the
Bantu is noted, as well as the deficiency in the expected
number of affected siblings.

We wish to thank the Director, South African Institute for
Medical Research, for facilities to carry out this tudy. and
Dr. A. Zoutendyk for the antibody tests.
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AGEING AND SOUTH AFRICA
DAVID GLAJCHE " Poslgraduale Research AssiSTant, Departmenr of Medicine, Universily of Ihe WilwQlersrand,

Johannesburg

The growth or decline of a population during any given
time period is determined by the balance of additions
through births and immigration and subtractions by death
and emigration. In the Republic of South Africa there has
been a general increase in the total population during the

TABLE I. POPULATION OF SOUTH AFRICA1,2

WhiTe Coloured Asian BanTu TOTal
1904 1,117,234 444,991 122,311 3,490,291 5,174,827
1911 1,276,319 525,466 152,094 4,018,878 5,972,757
1921 J,521,343 545,181 163,594 4,697,285 6,927,403

1936 2,003,334 769,241 219,691 6,595,597 9,587,863
1946 2,372,044 928,062 285,260 7,830,559 11,415,925
1951 2,641,689 1,103,016 366,664 8,560,083 12,671,452

1960 3,067,638 1,488,267 477,414 10,807,809 15,841,128

past 50 yearsU (Table I, Fig. 1). This has been brought
about mainly by the excess of births over deaths.3.'

The four racial groups have shown different rates of
growth, however' (Table II). Although the Asian and
Coloured communities are the smallest they have shown
the most rapid increase. The Bantu have shown the lowest
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Fig. 1. Growth of the population of the Union of South
Africa between 1911 and 1960, divided into racial groups.

rate of increase, but their total numerical gain has, never
theless, been the greatest. This increase may also be partly




