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LIST OF ABBREVIATIONS

oF : Desferricoxamine
FO : FPerrioxamine.
HBsAg : Hepatitis B surface antigen.
NANE : Non A Nopn B
SGPT : Serum glutamic pyruvic transeminase.
SGEOT : Serum glutamic oxalo-acetic transaminase.
T3 : Tri-fodothyronine.
T4 : Tetra-iodothyronine.
S : Highly significant
NS : Non significant.
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INTRODUCTION

Beta thalassemia is the commenest ¢hronic haemo-

lytic anemia in Eguypt [(Sabry., 1373}.

It has been previously reported in Egypt both in
homozygous and hetercozygous state (Diwani, 1944 ;

’

Nor El1 Din and Awny, 13530),

Repeated blood transfusions are recguired to keep
the thalassemic patients alive. Hypertransfusion
regimen, designed to maeintain the hemoglobin level
abtove 9 gm/dL, was of wvalue to maintain a near normal
rate of growth and development, and to allow fewer com-
plications {(Piomelll et al,, 196G). Transfusion siderosis
was the unfortunaite conseguence of massive accumulation

of ireon.

Several recent development have led to a renewed
interest in jiron chelatiom therapy, for transfusion
dependent patients with secondary ireon overload. Up
till now desferrioxamine ranks first among iron chelat-
ing agent {(Weatherall, 1582). The pharmacological
peculiarities of desferrioxamine due to the poor absorp-
tion from the gastrointestinal tract (Keberle, 1964),
shaort half life and the lopng infusion time reguired

to achieve a steady state levels (Summers et al.,lg79)},
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suggested that continous Iinfusion, particularly the
subcutaneous route woluld be the method of choice

fPropper et al., 1977 and Hussainm et al., 1976},

A number of small portable continous infusion
pumps have been desligned to facilitdte admipnistration
of desferrioxamine by the subcutaneous route, but they
are relatively expensive and are beyond reach by the

majority of patients in the developing countries.
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AIM OF THE WORK

The aim of the present study is to compare con-
tincus infusion desferricoxamine subcutaneous administ-
ration and subcutaneous Infusion by drip. The race of
excretion and the drop in the serum iron levels will

be compared between the two methods.

An additional aim of this study is to asses the
effect of one weak chelation therapy on serum trans-

aminases as a LiVEr fynction test.
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BETA THALASSEMIA

The thalassemia syndromes are a group of genetically
determined anemias, which result from inherited abnor-
mality of glokin chain production,

The clinical expression of each thalassemic defect depends
upon the gleobin chain invelved, the extent of the defect,
the adeguacy of compensatoery adjustment in the production
of other globin chainsand the effect of proteclysis of

the excess nermal chain (Kwaku-0Ohene and Schwartz, 19840).

Beta thalassemia 1s the most common thalassemic
syndrome. It is a hemolytic disease with wide range
of clinical complications. In this type, Feta glaobin
chain synthesis 1s imparied. As a result hemoglobkin
A (o<, 52) production will be affected, while JDemoglobin
F{g{? %23 arnd kemaglchin Az (g<2§;;J contalining ns
Beta chains are increased. The deficiency of EDeta chaln
production leads to hypochromic microcytic anemia,
The major facter contributing to anemia is hemolysis

cccurring Iin kone marrow and spleen,

The beta thalassemia can be classified into 5°
thalassemia in which no glokin chalin are synthesized

and the B thalassemia in which there is a reduced rate
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of Beta chain production. Thke BY thalassemia can be

*h

urther subclassified at a descriptive level into:

L

Severe Mediterranean forms, where HBF is in the
range of 50 - 20%.

* Mild Negro forms, where KBF 1is in the range of

20 - 40%,

Weatherall 1982), reported ancther well defined
subgroup of both E° and B' thalassemia in which a,
level is normal.

A variety of terms have been used to describe the
s-thalassemia syndromes. The most severe form of B-
thalassemia i.e., thalassemia major 1s characterized
by sevyere anemia and life limiting complications of
iron overload. Thalassemia intermedia is used to
designate a less severe hemolytic anaemia. Chronic

transfusion therapy is not reguired and survival inteo

1]

gult I1ife is the rule. Thalassemia minor is an asym-
stomatic disorder associated with prominent abnormalities
of erythrocyte morphology but with little or no anemia.

inally thalassemla minima refers to a condition that

Is undetectable except by inference from family studies.
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