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Abstract

Isoelectric focusing of hemolysate from peripheral blood of the patient, which was detected
during an assay of the Hb A1c level, showed the presence of a slow—moving abnormal hemoglobin

located at the same position to Hb A2' Its content, including the Hb A2 content, in the total Hb

by DEAE-HPLC amounted to 19.8%. Structural analysis indicated that the abnormal globin
consisted of the B-like globin from the N-terminus to amino acid 12 and of thed-like globin from
amino acid 22 through the C—terminus. Thus, this Hb was predicted to be identical to Hb Miyada.
Analyses of the globin gene arrangement by the Southern—blot—hybridization method and the
nucleotide sequence of the clone prepared from DNA amplified by PCR showed that the
crossover must have occurred without loss of bases within the first nucleotide of the 18th and
the first nucleotide of the 22nd codon of thesep— and (3—genes. Reticulocyte in peripheral blood
of the patient was incubated with 3H-Leu. The individual globin chains were separated and the
incorporated radioactivity determined. The synthesis of the normalo— and f—chains was well-
balanced (B/a. = 1 .06) for 2 hour incubation, but during this time there was no radioactivity



incorporated into the Miyada (B5) —chain. It seems, therefore, that the synthesis of the Miyada (8
8)—chain occurs early during erythroid maturation and is completed before the reticulocyte stage
as reported for thed— and (BS) —chains of Hb A2 and Hb Lepore.
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NHERZRICBOBMET OEL DERAEILFRMERD K FBIEICHE VD TRRITTDHEEZIETL,
IR MERDATERFE TR HOO>TLES =D EEZBND.



