











120 HEMOGLOBIN H DISEASE

hemolysate with the methods used. (However, when starch gel clectro-
phoroscsis’at pH: 7 was repecated a week later with frozen hemolysate,
another component like Bart’s slower than Hb H was shown).

Bart’s hemoglobin is more alkali resistant than Hb Al4 and alkali
resistant fraction of this patient was found to be 1.6 per cent. Since
alkali resistant Hb as measured by the technique of Singer et al includes
not only HbF, but also some proportion of Bart’s hemoglobin, it may
also be interpreted that she did not have a considcrable amount of
Hb Bart’s.

Althoughin some patients, the severity of the clinical symptomatology
parallels the level of Hb H in the peripheral blood,!3 such a correlation
has not been reported in other cases!? 18, In spite of fairly high HbH
concentration, the mildness of the symptomatology of our case may
support the latter obscrvations.

The distribution of Hb H and A in erythrocytes is not equal and
intracrythrocytic inclusion bodies with cresylblue stain are secen in
most but not all erythrocytes. These inclusion bodies are not only
shown in erythrocytes but also in erythroblasts.!¢

The genectic of a - thalassemia remains a major problem in the
thalassemia ficld because of the difficulty of identifying the carrier
states in adult life. There are two major theories for the explanation
of different clinical presentations of alpha thalassemias. Wasi et al
postulated the presence of two different types of a - thalassemia trait.20
One of these designated o - thalassemia trait which is recognised by
slight thalassemic changes and the presence of traces of Hb H. The
other type related to a silent gene which is called « - thalassemiaz
trait, normally causes no thalassemic changes in the adult but is asso-
ciated with some Hb Bart’s at birth. The combination of « - thalassemiay,
and « - thalassemiaz genes causes Hb H disecase, while the Hb Bart’s
hydrops fetalis syndrome represents the homozygous state for o - thalas-
semia;. However, the presence of a minute amount of Bart’s hemo-
globin in the newborn period does not always indicate the genetic
inheritance of « - thalassemia.?!

Another theory postulated by Lehmann?223 accepts four thalas-
semia genes per individual, two per chromosome to explain the wide
clinical spectrum of « - thalassemia. Only one a-thalassemia gene
indicates the silent form; two genes, classical a-thalassemia; 3 genes;
HbL H discsase and four genes, Hb Bart’s hydrops fctalis syndrome.
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The alpha polypeptide chain sythesis, compared to B chain will

give a better understanding of the genetics of alpha thalassemia. It is
shown that even in silent carriers a-chain synthesis is under suppression?#
as it was proposed by Ingram and Stretton?’ in 1959. Since a familial
study could not be accomplished we cannot explain the genctics of
this case.
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