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THALASSAEMIA SYNDROMES IN BOMBAY

P. K. Sukumaran,* H. P. Randelia,* L. D. Sanghvi,* and S. M. Merchant**

Thalassaemia is an inherited erythrocyte abnormality due to a gene, which
in the heterczygous condition, produces microcytosis with certain cytological
abnormalities known as Thalassaemia minor, and in homozygous state, a pro-
found anaemia known as Thalassaemia major which usually terminates fatally
before of the age of ten. At times, family studies on clinically mild cases of
thalassaemia indicate that one parent has the findings characteristic of thalas-
saemia and the other has, at best, doubtfut evidence for the diagnosis of
thalassaemia. A number of such atypical parents have been shown to transmit
a gene for abnormal haemoglobin. Largely through the use of paper elec-
trophoresis many abnormal haemoglobins were found in association with tha-
lassaemia gene. They include genes controlling the presence of haemoglobin
S, haemoglobin C, haemoglobin D, haemoglobin E, haemoglobin G, haemo-
globin H, haemoglobin Q, haemoglobin Bart’s, haemoglobin F and Lepore
trait. Some of these syndromes are clinically mild while others are almost
symptomless. In India, interaction of thalassaemia with sickle cell gene with
a presumptive diagnosis was reported from Bombay.® Cases of sickle cell-
thalassaemia were also reported from Nagpur'® and from Bengal.® Parekh
et al”., reporting a case of haemolytic anaemia in a child, presented evidence
of thalassaemia with sickle cell gene. Haemoglobin E associated with thalas-
saemia gene was reported from Bengal? and it may be said that upto now this
is the only area in India from where haemoglobin E-thalassaemia cases have
been reported. Haemoglobin D-thalassaemia has been reported from Bom-
bay among the Gujarati-speaking and Sindhi-speaking L.ohanas.’® The only
example in the literature of haemoglobin J associated with thalassaemia was
also in a Gujarati Lohana.® Interaction of thalassaemia with high foetal trait
was reported in a Christian family in Bombay.'2 The purpose of this paper is
to present two groups of cases of double heterozygosity: one thalassaemia
and haemoglobin S and the other thalassaemia and haemoglobin E. The
former consists of three cases in two families, one of them of special interest
being the only case in a Gujarati-speaking Caste Hindu (Dasasimali Bania)
seen in Bombay. - The second group consists of three cases of thalassaemia
with haemoglobin E in a Muslim (Bohri) family from near Ahmedabad.

METHODS
Haematological investigations were carried out by the conventional me-
thods. Foetal haemoglobin was estimated by the method of Singer et al.'’
Osmotic fragility was measured by using Simmel’s tyrode in graded dilutions
and percentage of lysis in various dilutions recorded.® 90-1009 lysis oc-
" curred in large number of normal individuals tested in our laboratory at

t Paper read at the Joint Annual Conference of the Association of Physicians and Indian
Society of Haematology held at Madras in January 1961.
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