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‘ DNA study : a-Thalassemia Incidence in the UAE \
419 Newborns

GENOTYPE NUMBER FREQUENCY
aa/aa 214 51.1 %

El-Kalla S. & Baysal E., Acta Haematologica, 1089-53, 1998.




-aa 37 deletion

-aa 42deletion

]

—
A B
- 37 hybrid gene

BAYSAL, E. & HUISMAN, T.H.J. American Journal of matology,46 208213, 1994
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FAANTRBR

Hb 13.4
MCV 76.4
MCH 25.2
MCHC 33.8

HbA 87.0%
HbA2 1.58%

15 300N

Hb 14.4

MC Z
MCHGc3Pd.4
MCHC 33

HbA BBASx5

HbAZXqt 836,
RDW 13.1



DAUG 2"d SON

D.E.

Hb 12.5
MCV 92.2
MCH 29.8
MCHC 32.3
RBC 4.20
HbA 89.0%
HbA, 3.16%
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MCV 79.7

HhA 87.0%
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To the Editor: absent in homozygotes for this varia nt. These data suggested the presence of a delta-
thalassemia gene in cis with the Hb Knossos gene. |  n contrast, in a family from the French West
Indies, heterozygotes for Hb Knossos had the high H bA, level, typical of a classic B-thalassemia
carrier! Here we describe the molecular characteriz  ation of the &globin gene in cis to the Hb
Knossos gene in three members of the family Hemoglo bin (Hb) Knossos (a, B2 27 Ala + Ser) is a
silent B+ thalassemia variant, which was first desc ribed in a Greek family and later was detected in
other families of Mediterranean origin.”Delta Hete  rozygotes for Hb Knossos from this area

MRC Molecular Haematology Unit, John Radcliffe Hospital, Oxford.

Abstract

We have defined the molecular basis of normal HbA2 beta-thalassaemia associated with Hb Knossos. DNA
sequence analysis of the delta globin gene incisw  ith beta Knossos showed deletion of a single A in

codon 59 leading to a premature termination at codo n 60. This delta O/beta Knossos allele has been
observed in three unrelated Egyptian families and a  ssociated with a single beta haplotype (+----++). O ne
individual who was homozygous for the delta O/beta Knossos allele as well as heterozygous for a non-
deletional alpha thalassaemia, was completely clini cally asymptomatic, while others have coinherited t he
delta O/beta Knossos allele with different beta and alpha thalassaemia determinants. A study of the

different genetic interactions giving rise to a spe ctrum of clinical phenotypes is reported.
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