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GENOTYPE NUMBER FREQUENCY 

aaaaaaaa/aaaaaaaa 214 51.1 % 
-aaaa3.7/aaaaaaaa 140 33.4 % 

-aaaa3.7/-aaaa3.7 46 10.9 % 

-aaaa4.2/aaaaaaaa 6 1.4 % 

-aaaa3.7/-aaaa4.2 1 0.2% 

aaaaPA-1aaaa/aaaaaaaa 4 1.0 % 

aaaa - 5nt del aaaa/aaaaaaaa 1 0.2 % 

aaaa
- 5nt del aaaa/- aaaa3.7 3 1.0 % 

aaaaPA-1aaaa/aaaaPA-1aaaa 2 0.5 % 

aaaa
- 5nt del /aaaa

- 5nt del  1 0.2 % 

- aaaa3.7aaaa/aaaaCSaaaa  1 0.2 % 
 

 

DNA study : DNA study : aaaaaaaa --Thalassemia Incidence in the UAEThalassemia Incidence in the UAE
(419 Newborns)(419 Newborns)

El-Kalla S. & Baysal E., Acta Haematologica, 100:1 49-53, 1998. 
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BAYSAL, E. & HUISMAN, T.H.J.  American Journal of Hematology,46 BAYSAL, E. & HUISMAN, T.H.J.  American Journal of Hematology,46 : 208: 208--213, 1994213, 1994
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Hb14.4Hb14.4
MCV 79.7MCV 79.7
MCH26.4MCH26.4
MCHC 33MCHC 33
RBC 5.45RBC 5.45
Hct 43.5Hct 43.5
RDW 13.1RDW 13.1

FATHERFATHER 11stst SONSON

Hb    13.4
MCV 76.4
MCH  25.2
MCHC 33.8

HbA    87.0%
HbA2 1.58%

Hb    14.4
MCV 79.7
MCH  26.4
MCHC 33.1

HbA 89.4%
HbA2 1.52%

FATHERFATHER 11stst SONSON



D.E.D.E.
Hb 12.5Hb 12.5
MCV 92.2MCV 92.2
MCH 29.8MCH 29.8
MCHC 32.3MCHC 32.3
RBC 4.20RBC 4.20
HbA 89.0%HbA 89.0%
HbAHbA2 2 3.16%3.16%
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DR. E.D.DR. E.D.
Hb 13.4Hb 13.4
MCV 76.8MCV 76.8
MCH 25.2MCH 25.2
MCHC 32.8MCHC 32.8
RBC 5.32RBC 5.32
HbA 87.0%HbA 87.0%
HbAHbA22 1.58%1.58%

K.E.K.E.
Hb14.4Hb14.4
MCV 79.7MCV 79.7
MCH26.4MCH26.4
MCHC 33MCHC 33
RBC 5.45RBC 5.45
Hct 43.5Hct 43.5
RDW 13.1RDW 13.1

FATHERFATHER 11stst SONSON

Hb KNOSSOSHb KNOSSOS

Hb    13.4
MCV  76.4
MCH  25.2
MCHC33.8

HbA    87.0%
HbA2 1.58%

Hb    14.4
MCV 79.7
MCH  26.4
MCHC 33.1

HbA    89.4%
HbA2 1.52%
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Br J Haematol. 1991 Jul;78(3):430-6.
A novel delta 0 mutation A novel delta 0 mutation in cisin cis with Hb Knossos: a study of different genetic inter actions in twith Hb Knossos: a study of different genetic inter actions in t hree hree 
Egyptian families.Egyptian families.
Olds RJ , Sura T, Jackson B , Wonke B , Hoffbrand AV , Thein SL .
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 in cis w ith beta Knossos showed deletion of a single A in 
codon 59 leading to a premature termination at codo n 60. This delta 0/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 0/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 0/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.

BLOOD 1991 77: 2087-2088
G Loudianos, A Cao, M Pirastu, G Vassilopoulos, P K ollia and D Loukopoulos
MOLECULAR BASIS OF THE DELTA THALASSEMIA MOLECULAR BASIS OF THE DELTA THALASSEMIA IN CISIN CIS TO HEMOGLOBIN KNOSSOS VARIANTTO HEMOGLOBIN KNOSSOS VARIANT
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. I 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 showed 
normal borderline red blood cell indices and low Hb A, levels. 
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MURPHYMURPHY’’S LAWS LAW ::

ANYTHING THAT ANYTHING THAT 
CAN GO CAN GO 

WRONG, WILL WRONG, WILL 
GO WRONGGO WRONG
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