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DEVELOPMENTAL HEMATOLOGY OF HOMOZYGOUS HB C DISEASE.
V.C. McKie,* K.M. McKie,* A. Kutlar,* and A.E. Felice.
Comprehensive Sickle Cell Center, Departments of Cell and
Molecular Biology and Pediatrics, Medical College of
Georgia and Hemoglobin Research Laboratory, Veterans
Administration Medical Center, Augusta, GA.

Little is known about the changes of hematological
values accompanying the growth and development of young
4b C homozygotes (CC) and their clinical correlates. We
have obtained complete blood counts and hemoglobin
composition on 18 CC patients who were identified through
cord blood testing and examined at intervals of at least
six months. Iron deficiency and @ or B thalassemia were
excluded by determinations of Free Erythrocytic Porphyrin
and Ferritin levels, by DNA analysis and when necessary
by family studies. Reference values for normal (AA)
subjects and from SS children of a comparable age group
were obtained. The Hb levels of the CC patients were
intermediate between those of AA and SS children. The
average Hb levels declined slightly in accordance with an
increase of the reticulocyte counts. However, the
erythrocyte counts of CC children overlapped those of AA
children despite the different Hb levels between them.
They were also quite higher than those of the SS
children. The CC patients had a distinct microcytosis
throughout the first decade although their iron and «
globin gene status was normal. The '"inappropriate
erythrocytosis" together with the microcytosis suggested
a "thalassemic" feature of erythropoiesis in young Hb C
homozygotes. Indeed, the proportion of Hb A, exceeded
4.0% in CC children over two years old and 10/%8 patients
had splenomegaly. Thus, the clinical features o Hb C
disease in children may be related to deficient 8~ globin
biosynthesis as well as the effects of Hb C on RBC
membranes.
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