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EABart's disease is a form of thalassemia intermedia resulting from interaction of
Hb E heterozygote and Hb H disease. There are two common types of EABart’s disease:
Hb E heterozygote with deletional (—>-*/~a) and nondeletional (—>5*/0"%o) form of Hb
H disease. The latter type results in a more severe pathology. In this study we determined
o/P—globin mRNA ratio in red cells from the iwo forms of EABart’s disease compared
with normal control and heterozygéus Hb E using multiplex real-time RT-PCR with
TaqMan probes specific to o~ and B—globin mRNA. The median (interquartile range) o-/f-
globin mRNA ratio was 1.3 (1.1 - 1.7), 1.9 (1.4 - 2.9), 0.6 (0.4 - 0.7) and 0.3 (0.2 -0.6) in
normal control, heterozygous Hb E, deletional and nondeletional EABart’s disease,
respectively. The decrease in o-/B-globin mRNA ratios reflects the presence of Hb Bart’s
(v4) in red cells of EABart’s disease, but the difference in ratios between the two forms is
not statistically significant (Mann-Whitney U-test, p-value =0.20). The severity of
nondeletional fo;m of EABart’s disease can be attributed to the oxidative toxicity of

membrane-bound Hb Constant Spring (CS) and unmatched o“>-globin.





