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Abstract

Thalassemia is an inherited disease that causes the production of damaged hemoglobin chains.
Patients are diagnosed with thalassemia major due to major clinical signs and deep anemia. This
study aimed to examine the major thalassemia and psychosocial aspect of it, which is such an
important issue, to serve as a roadmap for better handling these patients and to contribute to the
literature. The method used in this study was narrative review. A literature review was conducted
by searching the materials published in databases including Web of Science, PubMed, Scopus,
and Google Scholar search engine from 2001 to 2020. Besides WHO website was searched. Tha-
lassemia major damages the heart, liver, lungs and endocrine organs due to anemia and iron ac-
cumulation. In addition, the patient may experience mental and social problems due to the con-
genital nature of the disease and its lifelong duration. The psychosocial problems and treatment
burdens of thalassemia patients are very high. There are many studies about the prevalence and
physical consequences of thalassemia. However, there are not enough articles and researches de-
scribing the psychosocial effects of thalassemia on patients and what can be done about these
effects. For this reason, this paper focuses on the process of thalassemia and the psychosocial
problems it creates to contribute to the literature and to be a roadmap for better handling these
patients.
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Introduction

Thalassemia is an autosomal recessive blood dis- with very little or no anemia despite having ab-
ease characterized by anemia that develops be- normal erythrocyte structure are classified as tha-
cause of damaged synthesis of one or more of lassemia minor (carrier, heterozygous), patients
the hemoglobin chains. When thalassemia is clas- whose anemia does not require regular transfu-
sified considering the clinical situation; patients sion are classified as thalassemia intermedia (pa-
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tient, homozygous), patients with major clinical
findings and deep anemia are classified as thalas-
semia major (patient, homozygous) (1,2). Thalas-
semia is a major health problem that threatens
72% of 229 countries around the world. 5.2% of
the world population, 7% of pregnant women,
and 1% of couples are at risk of thalassemia. Ac-
cording to WHO, thalassemia carriage is 5% in
the world (3). About 17% of babies born every
year carry the thalassemia gene (4). Thalassemia
has different distributions in many countries and
different parts of the countries. Among Mediter-
ranean countries, the density has increased in Eu-
rope and the United States of America with the
migrations from the Middle East and the Far
East. The density is also increasing along the
coast, which includes the Mediterranean area,
Greece, Italy, Cyprus, Malta, Spain, and western
and southern coasts of the Republic of Turkey
and in the far eastern countries (5). Thalassemia
major is one of the common causes of anemia in
the Mediterranean countries. Thalassemia major
is an important public health problem that is in-
herited from parents to children, can be prevent-
ed by screening programs, progresses severely
when not treated, negatively affects the quality of
life and shortens life expectancy (6). Therefore,
thalassemia major will be the focus of this article.
Thalassemia major shows clinical indications be-
tween 6 months and 2 yr of age. Damage occurs
in the heart, liver, lungs and endocrine organs
due to anemia and iron overload (7). Patients
with thalassemia experience growth retardation,
shape changes in the face, head and teeth due to
bone deformities, cardiac and hepatic complica-
tions, delayed puberty, diabetes mellitus, hypo-
thyroidism and hypoparathyroidism. The treat-
ment of thalassemia major includes erythrocyte
transfusion, iron chelation therapy, surgical
treatment such as splenectomy, as well as follow-
up and treatment of related complications with
psychological support, and stem cell transplanta-
tion (6,8,9).

New developments in medical technology and
treatments applied in centers with rich resources
prolong life in thalassemia. Developed and de-
veloping countries include "thalassemia preven-
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tion and treatment programs" in their national
health policies. In this context, Mediterranean
countries have been successful in fighting against
this disease by performing screening tests for
couples who want to have a baby or before mar-
riage. Pre-marital screening is preferred by coun-
tries because it is easy to apply and economical.
The purpose of the scan is to identify risky cou-
ples and to enable them to have healthy children
by providing genetic counseling. The screening
method is effective in preventing the birth of
children with thalassemia (2,10).

Like all chronic diseases, thalassemia major also
affects patients' lives. It is a disease that has nega-
tive physical, mental and social consequences
(11,12). Thanks to the developments in thalasse-
mia major treatment, the implementation of
transfusion protocols has shown an increase in
the life span and quality of life of patients (6,13).
However, complications due to treatment may
occur because of low reliability of blood and
blood products, inadequate blood transfusion
therapy, chronic iron deposition, or inadequate
use of chelation therapy. Patients experience
musculoskeletal disorders, bone deformations,
and osteoporosis problems. Their quality of life
decreases due to severe pain decreased functional
capacity and osteoporosis.

Thalassemia major is a disease that negatively af-
fects the patients psychosocially. There are physi-
cal malformations, growth retardation, hepato-
splenomegaly, yellow skin color and characteristic
facial appearance with prominent lines like the
disease. This body image negatively affects the
self-esteem and self-confidence of individuals
and causes them to feel different from other in-
dividuals. Therefore, patients take a passive role
in social environments by isolating themselves
from society, so their quality of life and mental
states are negatively affected (11,14). The indi-
vidual's physical health, psychological condition,
level of independence, social relations, personal
beliefs and the quality of life, including relation-
ships with the environment, are negatively affect-
ed by the chronicity of thalassemia, the need for
transfusion at regular intervals throughout life,
and the related complications (6,15). Frequent
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hospitalization due to transfusion, staying away
from the family, activity limitations and pain, side
effects of iron chelation therapy, and fear of
death can also lead to anxiety, hopelessness and
depression. This also increases the negative im-
pact of people and the cost to the country. The
prevalence of psychosocial maladjustment was
80% in patients with thalassemia major. Patients
may experience many emotional problems, anxie-
ty, and behavioral problems in various periods of
their life. These are frustration, grief, hostility,
anxiety, hopelessness, inability to cope with anxi-
ety, fear of death, lack of confidence, somatiza-
tion, decreased self-esteem, isolation, irritability,
helplessness, feeling of lovelessness and lack of
self-respect (16-19).

Thalassemia is an important public health prob-
lem for the Mediterranean countries. Thalassemia
patients have many psychosocial problems due to
the reasons mentioned above. The sources are
written are very limited in this context. Even if
the patients are followed physically, the psycho-
social studies are insufficient and cause the pa-
tients to have problems. For this reason, this
study aimed to examine the major thalassemia
and psychosocial aspect of it, which is such an
important issue, to serve as a roadmap for better
handling these patients and to contribute to the
literature.

Psychosocial Problems of Patients with Tha-
lassemia Major

Chronic diseases are persistent long-term diseas-
es, which do not give individuals much chance to
shape their future fully. Many chronic diseases
require important adjustments in an individual's
life. The periods of exacerbation and remission
of the disease and changes in health can strain
the coping mechanism of the patient and their
family. In addition, changes in the routine such as
taking the role of caregiver, changes in sexual life,
social relations and material life affect the psy-
chosocial response to chronic diseases. Chronic
diseases include processes that require adapta-
tion. Poor adaptation can cause depression, deni-
al, decreased self-esteem, addiction, and dishar-
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mony (11,20,21). Patients struggling with thalas-
semia, which is a chronic disease, experience
physical and mental trauma. Psychological and
social problems are increasing due to the positive
developments in the course of the disease and
the increasing number of patients reaching adult-
hood. Like people with other chronic diseases,
patients with thalassemia major have to cope with
many conditions. While trying to keep the course
of the disease under control, mental health is
generally ignored (16,17).

Although the difficulties experienced by patients
with thalassemia decrease with medical treatment,
psychosocial problems are of primary importance
in these patients. Common problems are the
chronicity of thalassemia major disease, the need
for blood transfusion at regular intervals
throughout life, body image disorders, being
evaluated differently from peers due to the delay
in growth and development, high treatment costs,
difficulties in recruitment, the need for regular
leave to continue treatment throughout their
working life and education. All of this requires a
constant effort to overcome serious health prob-
lems throughout the life of patients with thalas-
semia major. Therefore, psychosocial problems
may be the most important problems for these
patients (16,17).

Problems such as social disintegration, job prob-
lems, sexual problems, and the desire to establish
a family also cause an individual's anxiety to in-
crease. Severe anemia cause patients to feel weak.
Transfusions performed to keep the hemoglobin
amount at an optimal level help reduce these
symptoms and anxiety seen in patients. While
regular monthly blood transfusions help patients
feel better, they also bring extra problems such as
blood-borne virus diseases and high iron levels.
This situation causes psychological reactions for
treatment in patients (16). Continuous chelation
therapy becomes an important burden in the dai-
ly lives of patients and negatively affects their
psychological and social lives.

Adaptation to disease is a process of getting used
to internal and external changes; it includes effec-
tive coping and reconciliation. Although psycho-
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social adjustment to the disease is affected by all
factors related to the disease and treatment, it
may affect the course of the disease positively or
negatively. Good psychosocial adaptation may
enable the patient to cope better with the effects
of the disease, to have fewer complications and
attacks, and to have less problems in social and
family environments. It can increase the patient's
sense of control over their disease. In addition,
the patient's compliance with the disease increas-
es with the ability of the patient to accept the
losses caused by the disease and to use their ex-
isting potential for their purposes, to show the
flexibility to change their goals when necessary
(16,22,23).

Psychological support and treatment for psycho-
social problems are not given in the many treat-
ment centers. Biological, psychological and social
well-being and patient satisfaction will increase
with the biopsychosocial care model in the treat-
ment of patients with thalassemia. In this con-
text, it is also important to consider the psycho-
social problems experienced by patients with tha-
lassemia in detail.

Body Image and Self-Esteem in Thalassemia
Major Patients

An individual has a holistic structure that needs
to be handled in terms of physical and mental
structure, social and intellectual aspects. The con-
cept of body includes all perception and
knowledge of the individual regarding the exter-
nal appearance and internal structure of the body.
Body image is shaped by all of the individual's
thoughts about their personality, values, and rela-
tionships with other people. When the individual
perceives and evaluates their own body, it plays
an important role in determining their body, self-
esteem and confidence. Body image consists of
physical, psychological and social experiences.
Individual who thinks positively about their body
image shows a positive attitude, and it means that
they tend towards positive personality and self-
confidence. Self-esteem is the state of apprecia-
tion arising from a person's approval of the self
that they reach after evaluating themself. Every
person has a concept of self they want to reach,
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and all efforts of a person throughout their life
are aimed at developing the self that they miss
and associate with themselves. Chronic diseases
can affect self-esteem of patients, as the disease
may cause deterioration of body shape and inabil-
ity to control their own body (24).

Thalassemia major is closely related to psycholog-
ical conditions such as changes in body image
and self-esteem due to bone deformities and
growth retardation, and this relationship is clini-
cally important (25,26). Physical deficiency, de-
formity and physical diseases in chronic diseases
reduce self-esteem by distorting body image and
creating feelings of inadequacy. Self-esteem and
body image levels affect resistance to psychologi-
cal and physiological diseases; individuals with
low self-esteem and body image refuse positive
feedback and do not cooperate in treatment. In-
dividuals with low self-esteem and body image
may become depressed (27). Patients experience
a lack of self-confidence due to both the fear and
anxiety caused by thalassemia, which is a chronic
disease, and physical changes and weaknesses.
Lack of self-esteem is important since it may
cause patients to damage their social relationships
and stop fighting against the disease.

Life Time and Quality of Patients with Tha-
Iassemia Major

The lifetime and life quality of patients with tha-
lassemia major differ depending on whether the
recommended conventional treatment protocols
are applied or not. Significant improvements
have been made in the life span and life quality of
patients in the last 10-20 years, thanks to innova-
tions in diagnosis and treatment in the field of
thalassemia (28,29). The life expectancy is pro-
longed because of preventing the complications
related to iron load with effective chelation ther-
apies. The discovery and widespread use of Des-
feral used in chelation therapy constituted an im-
portant milestone in the treatment of thalassemia.
The biggest problem is the complications that
develop because of patients not using chelator
agents at recommended doses, even in patients
with thalassemia in countries with good treat-
ment opportunities. This directly affects their
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quality of life. Therefore, healthcare professionals
and their families dealing with thalassemia treat-
ment should not only educate patients but also
guide them in the application of effective chela-
tion therapies (15,30).

Patients with thalassemia have been treated with-
in the framework of the protocol recommended
by the Thalassemia Federation since the mid-
1980s in the Mediterranean countries. Following
regular chelation treatments with Desferal, posi-
tive improvements were observed in the life span
and life quality of the patients (9,31,32). Signifi-
cant improvements have been recorded in the
quality of life and life span of patients with tha-
lassemia in the following years because of more
accurate diagnosis and treatment of cardiological
and hepatic iron burden with adequate and safer
blood transfusions, newly released oral chelators,
endocrinological replacement therapies, and non-
invasive MRI methods. Patients with thalassemia
major have begun to look to the future more
confidently due to advances in treatment, and
have been encouraged to lead a normal life, to do
sports and participate in cultural activities, educa-
tion and working life. Many patients continued
their education in high schools and universities,
started to work, got married, and had a family
and children (32). However, this does not mean
that there is no need for a psychosocial service.
The service requirement dimension may change
continuously according to the conditions of the
day in this area, the development process and
sociocultural characteristics of the people.
Despite the effective conventional practices, ade-
quate and reliable blood transfusions and chela-
tion treatments initiated since the second half of
the 1980s, patients lost their lives due to infec-
tions, hepatic diseases, various reasons, and espe-
cially sudden heart failure. The first significant
improvement was detected in the life expectancy
and life quality of the patients after the recom-
mended conventional treatment practices, and
the average life expectancy was prolonged
(15,32).

Patients with thalassemia who reach adulthood
begin to manage their lives themselves and start
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to have anxiety about education, work and family
life. During this period, many patients experience
a great transformation and realize that they can
live longer and have a better quality of life with
good treatments. Patients are more willing to ap-
ply the recommended treatments. The most im-
portant factor underlying the social and psycho-
logical problems of patients with thalassemia is
their anxiety about their desire to live a long and
quality life. The fears and worries of patients
about their lives can be relieved largely with the
efforts of specialist doctors in thalassemia centers
with all kinds of infrastructures. Informing pa-
tients and their families about the causes and
consequences of the disease and convincing them
about the treatments to be applied should be
among the most important duties of the physi-
cian treating thalassemia. Once patients and their
families are relieved about treatments, and ade-
quate medical support is provided, things get eas-
ier. As a result of the proper application of the
recommended treatments for thalassemia pa-
tients, their lifespan and life quality are improv-
ing, and the level of fear and anxiety decreases

(15,33).
Conclusion

Efforts to increase the life span and life quality of
existing patients with thalassemia are still con-
tinuing and effective iron chelation with adequate
and safe blood transfusions continues. Thanks to
the meaningful results achieved in the quality and
duration of life with continued treatments, pa-
tients and their families look to the future more
confidently. When the thalassemia process is ex-
amined, patients with thalassemia seem to have
adapted to living with a chronic disease, but the
psychosocial problems and treatment burdens
they experience are at a level considered. There-
fore, treatment and care for psychosocial prob-
lems should be emphasized. The psychosocial
care model should be included in the follow-up
of the patients. In addition, the cooperation of
the patient, family and healthcare professionals is
of great importance to improve the well-being
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and positive coping mechanisms of individuals
with thalassemia.
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