LAB.  22 -   Study of Thalassaemia

         Thalassemia  are inherited disorder of hemoglobin production its also called mediterian and colley disease .Hemoglobin consist of hem + globins (  2 -α globins , 2-B globins with 4- locus of Fe+ binding).When any error or mutation happened on genes that responsible for production either  α -globins leading to α Thalassemia  while in B- globins leading to B-Thalassemia .In this conditions production of the protein portion (globin) of hemoglobin molecules is decreased ,and become abnormal .The RBCs thus produced are smaller microcytic and more pale than normal hypochromic and are more fragile and prone to early destruction .
Thalassemia can not be caught or passed on to another person .The genes involved in thalassemia control the production of hemoglobin.Each hemoglobin molecule contain (4) sub unit protein ,two called  - α globin and two are B-globin.

· A pair of genes  located on chromosome 16 arm P,controls the production of α sub unit of hemoglobin.
· A single gene located on chromosome 11 arm P control the production of B- subunit of hemoglobin.
Classification of thalassemia

1-- α thalassemia  occure when one or more of the four  chain genes fail to function (by mutation) including :-
· The loss of one gene -  α /  α α   silent thalassemia(minor)
·  The loss of two gene --/  α   α   moderate thalassemia with microcytic RBCs Hb less than 7 gm/100 ml blood, not need blood transferring.

· The loss of three genes produces a serious hematological problem ( --/ - α  ) severe thalassemia  ,require blood transfusion to survive .RBCs life less than (4) month and destroyed quickly so accumulate of ferus in their body then leading to splenomegaly and pall .
· The loss of all 4genes produce a condition that is in compatible with life --/--. (lethal).
2-- B - thalassemia ,its most commonly occurred in Iraq .(B/B) genes.
· Minor thalassemia (silent) ,B/B0    , B/B+ .
· Moderate thalassemia B+/B+.
· Major thalassemia ,this is the condition of sever thalassemia in which chronic  Blood transfusion are needed .Children with major th. Are normal at birth but    become anemic between the age of 3-8 month ,the become pale ,do not sleep well ,do not want to eat . If major th .untreated children usually die between one to eight years of age (B0/B0).

Symptoms of thalassemia    
People with major thalassemia may have the following symptoms :

1- Paleness       2- Head aches       3- Jaundice      4- Shortness of breath
5- Spleen enlargement                                           6- Skeletal deformities.

Treatment of thalassemia
Minor and intermediate no treatment recommended while major thalassemia treated by :

1- Blood transfution.

2- Injection Desferal to help body to flush out the extra iron that created by the new blood ,the injection are given under the skin (5-7)s time a week   .

3- Splenectomy ,is necessary if blood requirement are excessive high .

4- Bone marrow transplantation 
