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112.THALASSEMIA AND GLOBIN GENE REGULATION

Survival and Causes of Death in Patients with Alpha and Beta-Thalassemia
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Background: Thalassemia is the most common hereditary anemia worldwide. The prevalence is high in the malaria-endemic
areas, including Southeast Asia, and Thailand. Severe thalassemia can result in shortened survival due to disease-related com-
plications. In the last three decades, with regular red cell transfusions and iron chelators, the survivals of patients with tha-
lassemia, especially for TDT, have signi�cantly improved. Themost distinctive change was the decrease in the iron-overloaded
cardiomyopathy. Both alpha and beta-thalassemia are prevalent in Thailand. We aimed to study the survival, and the causes
of death in the patients with thalassemia across the disease severity from NTDT to TDT, and to explore the factors in�uencing
the survival.
Methods: A retrospective review of patients with thalassemia who were followed up at Chiang Mai University Hospital was
conducted. The survival status was determined from medical records and the Thai National database (Of�cial statistics regis-
tration systems). The survival and clinical factors associated with survival were analyzed.
Results: Our study cohort comprised 789 patients with thalassemia, who were registered in the Departments of Internal
Medicine and Pediatrics. The median age (IQR) at the end of follow-up was 18•8 (11•7) years. There were 301 patients (38•1%)
with Hb H disease, 279 patients with Hb E/beta-thalassemia (35•4%), and 209 patients (26•5%) with beta-thalassemia major,
respectively. Half of the patients (395, 50•1%) had transfusion-dependent thalassemia (TDT). Sixty-�ve (8•2%) patients had
died. The mean age at death was 17•0 ± 0•9 years. Multivariable analysis showed that TDT (adjusted HR 3.68, 95%CI 1.39-
9.72, p 0•008) and mean serum ferritin level ≥3,000 ng/mL (adjusted HR 4•18, 95%CI 2.20-7.92, p<0•001) were independently
associated with poorer survival. The two major cause of death were infection-related causes (36•9%), cardiac complications
(27•7%), thalassemia/anemia (13•8%), trauma (6•2%), and other causes (15•4%).
Conclusions: TDT and mean serum ferritin level ≥3,000 ng/mL were the main factors associated with poorer survival in tha-
lassemia patients. Infections and cardiac complications were the two major causes of death.
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