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Demography

Thalassemia refers to a group of blood diseases characterized by decreased or
absent synthesis of normal globin chains

eThe thalassemia gene confers greater immunity for the heterozygous individuals
against malaria

ethe high gene frequency in these regions is most likely related to the selective

pressure of plasmodium falciparum . So It is common in parts of the world where
malaria is common:

eHowever, thalassemia now is more recognized globally because of ease of
travel, etc...

IRAN is located in the belt of thalassemia of the world
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WeatherallD et al. Inherited Disorders of Hemoglobin. In: Jamison DTet al., edjtors. Disease Control Priorities in Developing Countries. 2nd
edition. Washington (DC): World Bank; 2006. p. 663—680.
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Developmental expression of the globin chains

+ embryonic hemoglobins
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+ fetal hemoglobins

0l»Y> HbF

+ adult hemoglobins
0,0, HbA,
0,3, HbA

+ the arrangement of the «-like genes and

the B-like genes reflects their order of
developmental expression
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Thalassemia Major:
Ineffective Erythropoiesis
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For deciding whom to transfuse, the
following should be included in the
investigations:

(i

(i}

(i

Confirmed laboratory diagnosis of
thalassaemia maijor;

Laboratory criteria:

Hb = 7g/dl on 2 occasions, = 2 weeks
apart {excluding all other contributory
causes such as infections) or
Laboratory and clinical criteria,
including:

- Hb = 7g/dl with:

- Facial changes

- Poor growth

- Fractures, and

- Extramedullary haematopoiesis
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Abundance s The incidence in 10,000 live births.
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Etiology of New Cases in Iran

ssemic patients were born (compare to =

more than 846 in 1996)

ir known thalassemic embryo =
| diagnosis (PND) centers =
ered marriages INg screening program =
I ' Immigration =
Laboratory errors (false negatives) =

ing to abort known thalaasemic embryo after =
frequent past abortion for the same
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