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ABBREVIATIONS

ALA = Amine levulinic acid.

ALT = Alanine aminotransferase.
C-dcmain = Constant domain.

CL = Constant light chain.

Fab = Fraction of antigen binding.

Fc = Fraction crystalizable,

HEgRg = Hepatitis B surface antigen.
HTLVIII = Human T cell lymphotropic wirus type III.
MNC = Mononuclear cells,

mENA = Messenger ribonugleic acid.
PACIA = Particle counting immunc assay.
PRIST = Paper radiocimmuncsorkent assay.
RAST . = Radioallergosorbent test.

RIA = Radio immuncassay.

RIST = Radicimmuncsorbent assay.

Variable dcmain.

V.~ domain

VL = Variable part of light c¢hain,
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TINTERQDUCTETFON ANID ATM OF WORK

A-thalassaemia major 1= a severe dizturkbance of
f-glaobin s¥nithesis with consegquent poor ervthropoiessis and
reduced ervihrocyte survival [Ghne-Frempong and Schwartz,

18407F

Moreover, the thalassaemic patients are subjected to
many serious problems 1like, increased incidence of
infections, repeated blood transfusion, splenectomy and

chronic liver disease.

Accordingly g-thalassaemic patients have been reported
to suffer from many immunoleogical changes. These changes
consisted of reduced values of T-1lvmphocytes [Khalifa ei
al., 1988}, modificatian in neutrophil functions andg
increased IgG, IgAa, IoM and Ig9E levels [Reopars et al., 1979

& Ehaltifa et al., 1943}

Little is reported abont the increase level of IgE
which differ in its pathogenesisz than that of other
immunoglokulins.

The study of IgE tn thalassaemia | may offer more
information about its increase production i1n laiver disease

and its relation to blood transfusion and splenectomy.
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The aim of this study iIs %o measure IgE levels 1in
children with f-thalassaemia major 10 evaluate any
immunological changes, to correlate serum IgE level with

frequency of transfusion and with the effect of splenectlomy.
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S —TIFEAT A4S AFMT A MAJTOR

The 1halassaemia syndromes are agroup of inherited
disorders of haemoglichin syntheszis in which the production
of ane ar more of the globin chains is either dimin:shed or
absent with compenszatory over production of other chains

[Weatheralti and clegg, 972},

The most common is the P-thalassaemia in whigh f-chain
production is inpaired with production of e£xcess o-chains

[Feszas and LouvKkopouios, £976},

The defect in A-chain synthesis is due to reduction in
either the amount or the functional capacity of the m-RNA

fBenz and Forgetl, 1971},

The study of globin chalin s¥ynthesis in the homezygaous
gtatle revealed two major tvypes of pf-thalassaemia, one with
some residual F-chains [f* type] and another with no F-chain

[p° type] [Weatherail and Ciegg, $1881)}.

B’ -thalassaemia .

It 1s the most comgion type of A-thalaszaemia 1n whiah
the thalazsaemic reticulocyies have a reduced activity of

E-ehain m-RNA i Fenz and Farget, §97f] due to a reduction in

3
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the amount of F-chainr m-RNA rather than reduced activity of

normal amount of g-chain m-RNA {Housman ei ai., 873}

The shortage of Ccv¥toplasmic f-glabin m-RIA in
gihalassaemia may result from a defect in the processing of

the nucleéear m-BENA precursors [(Nrenphuis el al , 9484},

The defect in processing may result from a single base
substitution in the small 1ptervening sedquence, this change
may have created a new splice site and interfere with post-
transcriptional processing aof F-globin mw-ENA pretulszors
EDabxjn et &1, 19823 1 with formation of an abnormal m-BMNA
which retain some &f the small intervening segment. This
abpnormal m-RNA will be trapped 1In the nucleus and not
translated. The small amount of precursor m-BNA that is
processed correctly will be transported into the cytoplasm

where translation taKes place [ Metherall et al., 1986].

Be-thalassaemia .

-

it constaitutes 10s  of homozZzygous f-thalassaemia.
Absence of F-chain production may be due to a base
substitution which prevents normal processing of precursor

F-m RNA mcolecules [{Kazazian el a1., 5944}

it may =also resuts from mutation in the coding region

ot S5-glebin m-RNA caus=zlng premature termination signal [non

4
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