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Inrrodnction and Aine of Wark

INTRODUCTION AND AIM OF WORK

The term ‘thatfassena’ which is derived from a Gireek word meaning
sea” 1s applied to a variety of mheried bloed disorders characterized by
deficiencies in the rate of production of specific  globin  chains 1n
hemoglobin. The same refers to those people living near the Mediterrancan
Sen who have the highest incidence of the disease namely ltalians Greeks
and Syrians {Wong and Whaley, 1990) and also some other arcas of the

world including Southeast Asia (Chern and Chen, 2000).

Beta-thalassemia is (he most common form of the thalassemia and
oceurs in three forms, a  heterogeneous [arm, thalassemia minors on
thalissemia trail which produces a mild microcytic anemia, thalassemia
intermedia which is manifested as splenomegaly and severe anemia, and a
homozygous from thalassemia major also known as Cooley's anemma {Kutlar

et al., 1990).

in Egypt, beta thalassemia major 1s the commonest chronic hemalyuc
anemia, Bt constitutes a major and distressing public health problem. Beta-
thalassemia conslitutes 39% of total hematological patients and 84% of
those with chronic hemolylic anemia in Hematology Oncology Clinic,
Cluidren's 1lospital of Ain Shams University (Allam, 1993). Records of
Assiut  University Hespital indicate thal as many as 550 RB-thalassemic
patients were followed up since 1989. Their age ranged from 6 months 0 18

years,
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The genetic alterations that produce the beta thalassemia syndromes
are many. Mutations of the i-globin include deletions and mutation of frame
shifts that prevent any mRNA production, and mutations affecting promoter
or splice sites which permit reduced levels of mRNA and hence afTecting

hemoglobin synthesis (Champlin et al., 1985).

Patients with B-thalassemia major are particularly susceptible to
infections. Several factors have been incriminated as a cause for this high
frequency and severity of infection. Anemia, iron overload, splenectomy, the
use of chelating agent and repeated antigenic stimulation by transfused
foreign proteins or encogenes and immunosuppressive viruses have been
held responsible for the reduced body resistance to infection (Behrman,

1996).

Studies conceming the immune status in B-thalassemia revealed
definite changes in some aspects of humoral and cellular immurnity. These
might include guantitative alteration in the distribution of peripheral blood
Iymphocyte sub-population as well as functional alteration in natura) killer
cytotoxicity B cell differentiation and T-cell immunoregulation (Allam,

1993),

The pediatric nurse is a team member working with a variely of
professions to the welfare of the child and his family in maintaining the
integrity of each family in offering guidance in preventing illness and in
praviding skilled nursing care for children when they are well and when they

are ill (Allam, 1993).
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Dwson et al. (1993a) emphasized the potential role that should be
played by nurses in supporiing thalassemic children and their families. So,
the present study has been carried out to verify the knowledge and skills of
pediatric nurses caring for thalassemic children in Assiut University
Hospital. This is a preliminary step that will be followed by preparing an
educational and tralning program to fix and improve any shortage or

deficiency that might be identified through ihe baseline assessment,

AIM QF WORK:

(1} To assess the present knowledge and practice of nurses caring for

thalassemic patients.

(2) To develop an inservice training program for nurses giving care to
thalassemic patients.

(3} To evaluate the program through its effect on knowledge of nurses

and the gual:ity of care provided to thalassemic chiidren.
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Review af Literature

PRAT I: THALASSENHA

Physiologic Overview

The hematclogic system consists ot the hlood and the sites where
blood is produced including the bone marrow and lymph nodes. The blood
consists of cellular components suspended in blood plasma (white blood
cells, normally 5,000 ta 10,000 per mm® of blood). There arc approximately
500 to 1000 erythrocytes for each leukocyte, The leukocytes exist in several
forms; eosinophils, basophils, monocytes, neutrophils and lymphocytes.
Platelets {normally 150,000 to 450,000 platelets per mm’ of blood}. These
cellular components of blood normaily make up 40% to 45% of the blood
volume. The fraction of the blood occupation by erythrocytes is called
hematocrit.  Blood appears as thick opague red fluid. [ts celor is imparted by
the hemoglobin. The volume of blood in humans is approximately 7% to
10% of the normal body weight and amounts to about 5 liters (Hutman,

1992).

Anemias

A frequent disorder of the hemnatologic system Is a decrease in the
number of the circulating red blood cells. This condition called anemia,
Physiologically, anemia exists when there is an insufficient amount of

hemoglobin to deliver oxygen to the tissues (Meyer, 1994),
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Pathophysiology

The appearance of anemia reflects either marrow failure (reduced
ervthropoiesis) or excessive red ceils loss or both. Marrow failure may occur
as a result of nutritional deficiency, toxic exposure, tumor invasion or from
unknown causes. The anemia in a parlicular patient is caused by destroction
of red blood cells usually can be reached on the basis of:
1. Reliculocytes count in the circulating blood.
2. Degree to which young red cells proliferates in the bone marrow.

3. Presence or absence of hyperbilirubinemia and hemoglobinemia (York

and Jones, 1995,

Several factors affect the severity and presence of symptoms:

1. The speed with which the anemia has developed.

I3

. It is duration.

3. The metabolic requirements.

4. The presence of other disorders.
5

. Special complications (York and Jones, 1995).

Nursing Diagnosis:

Based on the assessment data, major nursing diagnosis for the patient
may include the following:
-Activity intolerance related to weakness, tachypnea, dyspnea on exertion,

fatigue and general malaise,
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-Altered nutrition less than body requirements related to inadequate intake of

essential nutrients (York and Jones, 1595},

Potential Complications:
1. Congestive heart failure.
2.Parasthesias.

3. Confusion {Armstrong et al., 1995).

Classification (Armstrong el al., 1995}
The deficiency in red cells is due to:
1. A defect in production of red cells (hypoproliferative) anemaa.

2. Destruction of the red cells (hemolytic anerma).

Hypoprofiferative Anemia (Armstrong et al., 1995}
{1} Aplastic Anemia:

Pathophysiolgy: Aplasiic anemia is caused by a decrease in precursor cells
in the bone marrow and replacement of thc marrow with fat. It can be

congenital or acquired.

Causes:
1. Congenital
2. Infections,
3. Medications.
4. Chemicals.
5. Radiation damage.



