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Abstract

Children with thalassemia major must be treatech ifie-long blood transfusions. Evidence suggebist t
patients with more knowledge/information about th#hesses adhere more readily to treatment sdhsdu
However, there has been little evaluation of disdasowledge and treatment adherence in thalassemjer
children. The objectives of the current study whredetect factors affecting the compliance of thsdamic
children and their mothers and to identify the tieteships between disease knowledge and treatnidetr@nce

in thalassemic children. A cross-sectional deseepdesign and purposive sampling were used. tiffassemia
major children (mean age 13.74 years) and theimbthers were recruited. structured questionnairesisting

of (A) personal Information; included, Socio-demeygfnic and disease-related data were collected which
included age, gender, educational level, (b) Aresssent of disease knowledge about TM ; Assessaofent
disease knowledge of children and their motherssisted of 20 open questions measuring childrends an
mothers' knowledge, treatment and compliance atrment plan about TM. The result of this study sdeé that
that moderate commitment was apparent in 6% ofpkamwith week knowledge and 60% of sample with
moderate knowledge while, strong commitment wasidoin 26% of sample with moderate knowledge and in
8% of them with week knowledge. This relation waghly statistically significant (p= .000).Based tme
findings of the current study, it can be conclutieat, The positive association between knowledgribisease
and treatment adherence and factors of patientswiatge indicate the need for systematic educafibon
patients and caregivers to improve their compliawgé treatment. The current study recommended, tihat
improvement of the quality of patient care, reisfment of medical education and enhanced efforidibigal
staff to provide practical knowledge to childrenttwthalassemia major and their parents is mandaiory
significantly improve patient compliance to treatine
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1. Introduction

Thalassemia is a genetic, autosomal recessive lgebioopathic disease, it is found worldwide, bubsn
commonly in the Mediterranean, North Africa and tBelHast Asia (Faa et al. 2006). Beta thalasseminajar
type of thalassemia, is commonly caused by a defédteta globin protein production. Beta thalasseisi
divided into three categories: thalassemia trh#lassemia intermedia and thalassemia major (TiMfirst two
categories, one of the beta globin genes failsta@dmount of beta globin protein in the cell idueed by half.
In TM, the transfusion-dependent clinical phenotgpéhalassemia, both genes fail and no beta glptotein is
produced (Aydinok et al. 2005).

In Egypt carrier rate 5.3> 9%, and 1000/1.5 million / year live births borittwThalassemia (total live births
1,936,205 in 2006). Registered cases of homozyhgetssthalassemia in big centers of Egypt in 2006upept
2007 (n=9912) (El-Beshlawy, 2009). Mahmoud, (208&j)ed that there are 10,000 registered thalassasés
and more than 20,000 non-registered cases. 95%etaethalassemia major; 5% are thalassemia intéanwed
hemoglobin H disease. Registered cases of homogygeta thalassemia in Zagazig University Hospité1006
up to Sept 2007 (n=710) (El-Beshlawy, 2009).

Worldwide, 15 million people have clinically appatghalassemic disorders. Reportedly, disorderddwade,
and people who carry thalassemia in India alonebmrnapproximately 30 million. These facts confirhatt
thalassemias are among the most common genetidisoin humans; they are encountered among aliceth
groups and in almost every country around the wofédsh, 2009).

TM must be treated by life-long regular blood tfasgons (Aessopos et al. 2005). Long-term blooddfasions
may generate iatrogenic haemosiderosis, resultingon overload. Iron chelation therapy is the nwody
method of preventing organ damage resulting froenatcumulation of iron in different tissues (Alymaast al.
2004). Administration of desferrioxamine (DFO) lietprimary iron-chelating agent used to treat wearload
(Beshlawy 2005). Iron accumulation can be fatal Tt patients. Most die as a result of complicaticasised
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by ir on accumulation from blood transfusions, with% of deaths caused by congestive heart failwiagto
iron accumulation in the heart (Cheung et al. 2008)addition, cardiac disease, pulmonary hypeitens
(Aessopos et al. 2005), glucose metabolism diserdand gonadal dysfunction can also result fronm iro
overload in TM patients (Platis et al. 2004).

Bone marrow transplantation (BMT) can provide TMigats with an improved chance of survival. Althbug
some patients have shown great improvement or bassd of TM as a result of BMT treatment, the rigid
criteria for screening BMT candidates prevents wjatead application of the therapy. Gene theramnather
possible cure for thalassemia (Lin 1997). Howevesearch is still in the experimental stage. TheODF
administration is a grueling process.

Clinically, the investigators have observed thamsopatients did not adhere to regular treatmenédides.
Excuses included: ‘It is inconvenient’, ‘I just dbwant to do it’, ‘it hurts’ and ‘since it leakeaut, | don’t want
to do it again’. Other reasons for unsatisfactatlyeaence to DFO treatment may be the cost and burdgaily
administration (Aydinok et al. 2005). Patients’ kedge about treatment and late effects have bleewrsto
correlate with treatment adherence for many disedidies show that patients with more knowledgaeir
illnesses are more compliant with treatment schresdIM (Aydinok et al. 2005); AIDS (Kalichman et 2D05);
and asthma (Schaffer & Tian 2004). Furthermoregss@vtheory-guided intervention studies suggest tha
more the information provided to patients, the meege they compliant to treatment: AIDS (Amico et2905),
asthma (Schaffer & Tian 2004) and muscular dystyoplactors which affect patients’ compliance tatreent
include individual patient knowledge, attitudesibfs, behavioural skills, perceptions of supporonir
significant others, such as caregivers, the thettapenvironment (Amico et al. 2005).

The objectives of the nursing care for children addlescent with thalassemia start with promotesgetite to
treatment regimen, as well as support them dutingsis and distressing treatments, in additiommate patient
and family coping such as anticipate older childaed adolescents concerns related to appearancaa@mitbr
closely for complications of the condition and treant (Johnson, 2010).

Aims of study:

The current study aims to: (i) detect factors dffecthe compliance of thalassemic children andr tethers;
(ii) identify the relationships between diseasewdeolge and treatment adherence in thalassemicrehild
Research question:

Is there a relationship between thalassemic childaad their mothers knowledge about the disease and
compliance to treatment?

Research hypothesis:

e The more the knowledge of the illness, the moreeeatite with treatment schedules.
Methods
Sample
Cross-sectional descriptive design and purposivepbag were used. Eligible patients were chosemfiiaM
patients who attended the out patient Pediatric &lelogy clinic at Zagazig University Hospital in gazig
City. Inclusion criteria were children with TM wh@) were able to communicate with the researcliehéd no
severe mental illness diagnosed by psychologistpsgchiatrists; (iii) were 10 years or older; aid) @ave
informed consent. Fifty patients were potentialigible. Patients of 10 years and older were inetlithecause
they had already been treated for TM for severatyand were expected to have TM-related knowl¢éddgeke
care of themselves. After receiving informed comspatients were individually administered a quastiaire by
a researcher. Data from 50 patients and their mothiere used for analyses.
Measure (tools):
Data were collected by structured questionnairesisting of:

(a) A personal Information; included, Socio-demograpdaicl disease-related data were collected
which included age, gender, educational level, esment, monthly household income,
haemoglobin level, duration and frequency of bldhsfusions, duration and frequency of
DFO infusions and importance and meaning of comanitnio treatment plan.

(b) An assessment of disease knowledge about Thkegsment of disease knowledge of children
and their mothers consisted of 20 open questiorssuniag children's and mothers' knowledge,
treatment and compliance of treatment plan about E&th item was scored using 0, 1,2 (0 =
incorrect/do not know; 1 = correct but incompléte,correct and complete answer). A higher score
represented a higher level of knowledge about TM &8 treatment plan and importance of
compliance and reasons for in commitment. The duresiire was developed based on a literature
review, personal clinical observations and suggastifrom two paediatric haematologists. Two
paediatric haematologists and two senior paediaiticses examined the instrument for the
appropriateness, representativeness and releviaace.validity and content validity were used to
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evaluate the questionnaire. Comments from the éxpeticated that it was an appropriate measure
for a construct of TM-related knowledge. Five cteld and their mothers in this study, were invited
to pilot test the questionnaire. The pilot-studyigr@ts reported that the questionnaire was easy to
understand.

Procedure

Questionnaires were administered to the target karmp a researcher as patients were receiving blood

transfusions. Patients could ask questions duhiegotocess. Accompanying parents were told noetp Wwith

answers. Parents could sit beside patients duratg dollection and filled out the same questiorenais the

patients. mothers and children were informed tloaihdividual’s identity would be disclosed and thizy could

refuse to answer any questions or to terminatestineey at any time. Informed consent was obtairméal po

filling out the survey. The survey took about 10-AliButes to complete.

Analyses

Data were analyzed using SPSS for Windows. Desggigtatistical methods were used. Pearson caoglatas

used to examine the relationships between patikntsiledge and treatment adherence, some demograpti

disease variables and parents’ knowledge. Perspedif patients and family carers knowledge ancteaiite.
Table (1): Socio-demographic characteristics of dildren and their mothers.

13.74+2.107

Second and third
Forth or more
Residence
Urban
Rural
Mothers age in years

20-30
30-40
>40
Mother Education
llliterate
Read & write
Secondary
University
Mother Occupation
Working
Not working
Family monthly income
Sufficient and save
Sufficient
Insufficient
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Table (2): Medical history and physical activityT¥ children

Medical History/ physical Activity N
(n=50) (%)

Family history of thalassemia
- Yes
- No
Consanguinity relation with thalassemic child
- First degree
- Second degree
- Other

Does the child practice sport or activity?
= Yes
= No

Type of sport to be practiced

Walking
Running
Swimming
Football
None
Is the child feel tired after exerting effort?
=  Yes
= No
Manifestation of child's tiredness:

Table (3): knowledge of the TM children and thewthers about the disease

n= 50 n= 50
% %
Definition of thalassemis
- Don't know or incorrect
- Correct but incomplete
- Correct and complete
Prevalence of thalassemia
- Don't know or incorrect
- Correct but incomplete
- Correct and complete
Risk factors of disease
- Don't know or incorrect
- Correct but incomplete
- Correct and complete
Diseases' symptoms
- Don't know or incorrect
- Correct but incomplete
- Correct and complete
Complications of disease
- Don't know or incorrect
- Correct but incomplete
- Correct and complete
Effect of iron precipitation
- Don't know or incorrect
- Correct but incomplete
- Correct and complete
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Table (4): Factors related knowledge of TM childesrd their mothers about treatment plan

Factors Mothers TM Children
(Nn=50) (n=50)
%
Importance of treatment with Desferal

- Don't know or incorrect 25 50.0 34 68.0
- Correct but incomplete 25 50.0 16 32.0
- Correct and complete 0.0 0.0

How many times desferal should be taken?
- Don't know or incorrect
- Correct but incomplete
- Correct and complete

54.0
40.0
6.0

Side effect of desferal
- Don't know or incorrect
- Correct but incomplete
- Correct and complete

Precautions to avoid desferal side effects
- Don't know or incorrect
- Correct but incomplete
- Correct and complete

Hb level required for blood transfusion
- Don't know or incorrect
- Correct but incomplete
- Correct and complete

Importance of blood transfusion
- Don't know or incorrect
- Correct but incomplete

Complication of stopping blood transfusion
- Don't know or incorrect
- Correct but incomplete
- Correct and complete

Complication of recurrent blood transfusion
- Don't know or incorrect
- Correct but incomplete
- Correct and complete

Causes of sever complications
- Don't know or incorrect
- Correct but incomplete
- Correct and complete

Meaning of commitment to treatment plan
- Don't know or incorrect
- Correct but incomplete
- Correct and complete

Importance of commitment to treatment plan
- Don't know or incorrect
- Correct but incomplete
- Correct and complete

0
21
25

4
31
19

0
32
18

0
28
22

0
25
25

- Correct and complete 0
27
23

0
13
34

3
12
36

2
13
37

0
13
37

0
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Table (5): Relationship between importance of commant to treatment plan and sociodemographic
characteristics of TM children and their mothers.
Mother's knowledge about th¢JTM children knowledge abou
importance of commitment tdfthe importance of commitmen

Sociodemographic Characteristics treatment plan (n = 50) to treatment plan (n = 50)
Don't know or Correct but Don't know or | Correct but
incorrect incomplete incorrect incomplete
Mother education
llliterate 8 42.1 11 57.9 8 32.0 11 44.0
Read & write 3 50.0 3 50.0 4 16.0 2 8.0
Secondary 2 8.7 21 91.3 11 47.8 12 52.1
University 0 0.0 2 100.0 2 100.0 0 0.0
(p value) .045 139
Mother occupation
Working 3 33.3 6 66.6 6 66.6 3 33.3
Not working 10 24.4 31 75.6 19 46.3 22 53.7
(p value) .580 .269
Residence
Urban 11 36.7 19 63.3 15 50.0 15 50.0
Rural 2 10.0 18 90.0 10 50.0 10 50.0
(p value) .035 1.000
Family monthly income
Sufficient and save 0 0.0 6 100.0 5 83.3 1 16.7
Sulfficient 9 39.1 14 60.9 13 65.5 10 43.5
Insufficient 4 19.1 17 80.9 7 33.3 14 66.7
(p value) .096 .067

Figure (6):Relationship between disease relatedviedge of TM children and their mothers and their
commitment to treatment plan.

Commitment to treatment plan Disease related knowledge o
studied children and their

mothers Total

Week Moderate

Knowledge knowledge

No. % No. % No. %

Moderate Commitment
3 6.0 30 60.0 33 66.0

Strong Commitment 4 8.0 13 26.0 17 34.0

(p value) .000

Results

Sample sociodemographic characteristics of bothaseamic patients’ and mothers’ knowledge, treatmen
adherence, the relationships between knowledgdraatinent adherence in patients; are as follows.
Regarding the thalassemic children, fifty thalagserhild, aged 10-18 years, (mean+SD = 13.74+2 10&je
included. Most patients were male (66%), more thalf of TM children were from rural area. ConcemifiM
children mother's, fifty mothers were included (408bthem aged 20-30 years while mothers aged 4@syer
more were (36.0%). Thirty eight percent of mothsese illiterate while (40%) percent of them wergbmat
education and only 4.0% were university educathajority of mothers (82.0%) were not working an@ .@%)
of them had insufficient monthly income and only(® of them had sufficient income and could savsetan
the self-report of mothers (table 1).

About family history of thalassemia (36%) of TM jeaits had consanguinity relation with relative e ffirst
degree who had the disease (table 2) Regardingpitits which practiced by TM patients , it wasrfduhat
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(56%) of TM patients practiced sports and walkingswthe most sport type practiced by 32% of TM pédie
The majority of TM patients (88%) felt tired aftexerting effort. Half of TM patients (50%) had dyps@a and
18 % of them had sweat as manifestations of tireslaéter exerting effort.

According to the disease knowledge in both TM pasieind their mothers (table 3), about two thirtisiothers
(64%) and (76%) of TM patient didn't know or gameadrrect answer about the definition of thalasseiviare
than half of mothers (54%), and more than one t@af6) of TM patients answered correct and commétaut
the item of thalassemia prevalence while aboutlaife(46%), and about two thirds (60%) of mothemd &M
patients respectively didn't know or gave incor@atswer. Concerning the disease risk factors iteenmajority

of mothers (56%) and nearly one third (30%) of Thtipnts didn't know or answered incorrectly. Fduyp
percent of mothers and twenty percent of TM pasiemtswered correct but incomplete about complicatiaf
disease item, while (34%), and (20%) of mothers BMdpatients respectively their answers were cotepdad
correct. Regarding mothers and TM patient knowlealgeut the effect of iron precipitation, only 2% saered
correctly and completely.

Concerning mothers and TM patient's knowledge ab@attment plan (table 4), half of mothers (50%Q an
majority of TM patients (68%) didn't know or gawveorrect answer, while non of them answered inexmror
complete about the importance of treatment withfedak Half of mothers (50%) and less than halfTof
patients (40%) gave correct but incomplete answiaut how many times Deciferal should be infused.
Regarding their knowledge about side effect of eledfmajority of mothers and TM patients (62%), %j0
respectively didn't know or answered incorrectly,tibe other hand non of them gave correct or ca@pleswer.
None of the mothers or TM patients answered cdyrectd completely about precautions to avoid desfside
effects, while only 8% of TM patients answered eotty but incomplete. Concerning the item of regdiHb
level for blood transfusion, more than half of hrerts (56%) and majority of patients (80%) didnowror gave
incorrect answer, while none of them answered ctyrer completely. Concerning the importance abdal
transfusion, half of mothers (50%) and more tham tiirds (68%) of TM patients answered incorrecdly% of
mothers and 32% of TM patients answered correcityniot complete about these item. As regard @@ ibf
stopping blood transfusion complications knowledgeye than half of mothers (54%) and about thregtiis

of TM patients (74%) answered incorrectly or didaiow the answer, while none of them know the arre
answer. Sixty eight percentage and forty eight gratiage of mothers and TM patients respectivelye garrect
but incomplete answer about the item of complicatiof repeated blood transfusion.

When mothers and TM patients were asked aboutnip®riance of commitment to treatment plan (table 4)
about one quarter (26%) of mothers and one haPo5@f TM patients answered incorrectly or didn'blun and
(74%), (50%) of mothers and TM patients respecgfivatiswered correctly but incomplete and none ofmthe
know the correct and complete answer.

Relationships between TM patients and their mothemewledge about the importance of compliance of
treatment plan, it was found that there was siedilssignificant difference between mothers' knalge about
importance of commitment to treatment plan andrteducational level ( p=0 .04*) , and residence((p3*)
(table 5).

According to the relation between the sample keogé and their compliance to treatment plan (téplé was
found that , moderate commitment was apparent in 6sample with week knowledge and 60% of sample
with moderate knowledge while, strong commitmensvi@nd in 8% of sample with week knowledge and in
26% of them with moderate knowledge. This relatd@s highly statistically significant (p= .000).

Discussion:

The present study showed that more than hatieftudied children were males. This findingni€dnsistent
with the findings of Elsaid (2009) who done hisdstuat Zagazig university Hospitals, Zagazig, Eggptl
Salama et al (2006) who done his study at Mansblmiaersity Children's Hospital, Mansoura, Egypt.eTh
present study is also supported by Shaligram @Qf17) who done his study in Shiraz city. SimilaShaligram
et al (2007), the present study showed that alvauthirds of children were from rural area. On othand, the
current study is in contrast with Gharaibeh e&09) who done his study at the National Thalasséenter in
Damascus, Syria. Gharaibeh study illustrated thautthree quadrants were from urban. This refl¢ioas
thalassemia may be presented in urban as in rivahwremarital screening and genetic counselingdgected.
In addition, the data was collected from Pediatt@amatology Outpatient Clinic at Zagazig Univerditgspital
that represents the only center serving thalasseatients all over Sharkia Governorate for free attchcts
patients from all villages of the governorate.

The current study found that most familiegoréed insufficient and sufficient family incomehi$ finding
goes in line with the findings of Gharaibeh et20¢9). This may explain that only poor families arere likely
to take their children to general hospitals, or mmeffect that rich families have enough money tokena
premarital and prenatal screening tests when thekraowledgeable about it.

Shaligram et al (2007) noticed that about bithe cases were outcomes of first-or secondsicomarriages.
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Also, Naseri (1997) revealed in his study that 66fthalassemic children had consanguineous par&his.
goes in line with the present study which revedtet more than half of parents of the studied caiidwere
relatives. This may be due to strong family relagioips in Egypt, especially those who live in ruaedas and
that the closer the relation between the parehts gteater the risk that many children might benbwith a
hereditary disorder such as thalassemia.

Tadmouri et al. (2012) stated that Arab populatibage a long tradition of consanguinity, due toicodtural
factors such as maintenance of family structure pwagherty, and ease of marital arrangements. Marab A
countries display some of the highest rates of @oggineous marriages in the world, specificallgtficousin
marriages. The main impact of consanguinity, howegean increase in the rate of homozygotes ftosamal
recessive genetic disorders such as thalasseméaldition, educational programs about genetic oglints are
still neglected.

Eleftheriou (2007) clarifies that about 2-3 childri;n every 1,000 born to unrelated parents havecassive
disorder, while from 2-20 children in 1,000 bornrégated parents have a recessive disorder, dameodi how
closely the parents are related.

Gharaibeh et al (2009) found that more thvem thirds of children had sick relatives with tredamia. This
goes in line with the present study where more tie@hof children had family history of thalassemnildis may
be the result of increased consanguineous marriages
Many factors can affect daily living physical adfiies in thalassemic patients such as chronic higptixat
results from progressive anemia and leads to deedeaxercise tolerance (Hockenberry & Wilson, 2008g
results of the present study showed that less hlaén(44%) of the thalassemic patients practicades&ind of
sports or activities and 16% those played foottidle male predominance among the studied sampyegla
role in this result as well as the predominancehaf age group, since they tempted to risk-takiebaviors,
especially males.

The current study reveled that about one thirchafassemic patients had no problem with walkinig, ihgoes
in line with Shaligram et al (2007) who found thia¢ majority of children had no problems with maiOn the
other hand, more than half (56%) of the thalassgmaiiznts did not practice any kind of sports divitees. As a
result of fear of feeling tired and exhausted afteing any effort as the main cause of not praugicports or
activities. This is goes in line with Khurana et @006) who studied the psychosocial life aspeétindian
adolescents suffering frofitthalassemia major and reported that over two shirftkthe adolescents were unable
to engage in outdoor play at the same level as pegirs, because of physical weakness relatecttodisease.
Indulgence in sport activities was therefore limite Also, Caro (2002) who found that, less tbas quadrant
of conventionally treated thalassemia major patidiaid their activities very often stopped due tdabsemia, its
complications or desferrioxamine treatment, and 2% their physical activities limited at leastia Bhis may
be due to the regular period of mild anemia befheescheduled of transfusion which might limit thexercise
capacity as thalassemia leads to low hemoglobiel lesulting in fatigue and general weakness (et al,
2008).

Regarding to thalassemic patients and their motkmos/ledge about definition of thalassemia, about thirds
(76%) and (76%) of them respectively were not abldefine thalassemia correctly or gave incompéetewer.
This is may return to lack of health education dkibe disease itself and that the health team re@tbetors or
nurses tend to give more health instructions albloeitcare practices than the disease. El-Awany (2@6#
Hassan (2009) were in agreement with these reJuiley noted that most of the children had wrongrimation
regarding definition of thalassemia before impletagon of the educational programs, and there was a
significant improvement of knowledge after implertaion of the educational programs in both studies.

The results of the present study revealed that omgnty percentage of thalassemic patients andy tfour
percentage of their mothers answered complete anéatly. Yang et al. (2005) supported these figdiand
reported that, the worst knowledge score in hidystuas the knowledge of complications. The bad Kadge
about complications in the present study may bda@gd through the fact that, many patients aveitkiving
complications-related information owing to distref®ut an uncertain future.

In a study conducted to explore the relationshipera illness knowledge, social support and selédmhavior

in adolescents witf-thalassemia major in Taiwan, Yang et al. (200pprted that treatment knowledge was the
best among the scores of illness knowledge. This med the case in the present study where morelthbirof
mothers and majority the thalassemic patients weteble to give correct answer or don't know intgpoce of
desferal to treat thalassemia.

Hashem (2006) noticed that, thalassemic childreh &aerage level of understanding the importancbladd
transfusion therapy before educational program émgintation. After their attendance and participatio the
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program, they gained more knowledge about the itapoe of blood transfusion therapy. In the curstndy,
regarding importance of blood transfusion half afthers (50%) and about one third of thalassemie pist
(32%) answered correctly but incomplete as reghedimportance of blood transfusion to improves gane
health, increases activity, provides energy, prevblood destruction and prevents fatigue.

The previously mentioned incorrect answers origiddtom the fact that the some of the thalassemi®pts
did not have blood transfusion unless their hemtugléevel become very low and start to suffer frogpoxic
manifestations [headache, precordial pain, bona, gcreased exercise tolerance, listlessness raomxa
(Hockenberry & Wilson, 2009) and these manifestationproved significantly after the blood transéusand
this was clear in their understanding of the bloadsfusion importance.

In the current study, the hemoglobin (Hb) levelttrequired for blood transfusion in thalassemidgrdas was
not known to more than half of the mothers and nitgjof thalassemic patients. This is contradictéth Lee et
al. (2008) who reported that more than three querdehis studied patients were able to deternfieentean Hb
level (9-10.5 g/dl) that required in thalassemidigras for transfusion. Lack of knowledge obsenamdong
thalassemic patients in the current study may leetduwo reasons (i) inadequate explanation froaithecare
providers and/or (ii) most of the patients and timdthers believed that investigations, Hb levad tieatment
issues are the responsibility of the physician theg¢ do not need to know a lot about it (iii) peocioeconomic
status of most of the studied patients and gesing of so many needles they had to have durinatrivent
process. Porter, 2011 stated that monitoring @nestusion Hb level is very important to prevent ptioations.

Concerning the studied thalassemic patients arid th@hers knowledge about side effects of desfératas
found that, the side effects of desferal were mmvkn to more than half of the mothers (62%) andonitgj of
the thalassemic patients (70%). This is may betddiee belief that, if the patient knows the polesiide effects
of the drug they will be afraid of taking it andnsequently will not comply with it. So, health cgmoviders
usually tend to avoid the discussion of medicaticide effects with the patients. Moreover, the paets of all
iron chelating agents were written in English laagg, that the studied patients cannot read or stadwt.

Same knowledge deficit regarding chelation theragms reported by EL-Awany (2002) who found that,
thalassemic children and their mothers lacked semtial knowledge in this area before implemeoriadif the
educational program. Nevertheless, after implentiemteof the health instructions, thalassemic admats’
knowledge improved significantly regarding sidecets of desferal, kelfer, ferriprox and exjade.

As regards the thalassemic patients and their mottmowledge about importance of compliance widlatment
plan, majority of mothers (74%) and half of thatasg& patients (50%) answered correctly but incotepddout,
compliance with treatment decrease iron overlo&is i congruent with Lee et al. (2008) who repatteat, the
majority of his studied patients stated that, intpoce of compliance with iron chelators is to geétaf excess
iron and to avoid iron sedimentation. This may be tb, the stress of physicians’ instructions anithportance
of iron chelators in reducing iron overload.

This study shows that TM patients and their mothkn®wledge about the importance of compliance of
treatment plan and mother's education was statiltisignificant relation ( p=.045), mothers’ knaaige about
TM is dependent on mother's educational level dvad is the most significant variable influencingigats’
knowledge. This supports the literature: In a syree38 patients with TM and their mothers, Aydinekal.
(2005) reported that mothers’ educational and lpsipgical burden correlated with the patients’ raéstatus
and that the more disease awareness possessethbydibers and patients, the more compliant patieste to
related treatment. It is not surprising that théeatf of mothers’ knowledge on patients’ knowledge
tremendously significant as mothers are the maiegi@ers. Teaching and research should therefoye pa
attention to educating patients’ mothers about fiheir children.

There was no significant relationships between Tdflgmts and their mothers’ knowledge about the a@mze
of compliance of treatment plan and family montiigome ( p=.096). In the past, funding was a serisaue
during the TM treatment. This expenditure was aehbgrden for a middle-class family. This cost mayéeh
deterred patients and their families from taking@Dfusions on schedule. They may have insteadechts
inject DFO only when serum ferritin accumulated axdeeded the normal range. After implementatioth®
Egyptian National Health Insurance .Economic litinita as a factor is expected to have been redidetkover,
the efforts of several patient and social suppssbeiations, might have helped to improve patieatherence to
blood transfusions and DFO infusions.

The present study found that moderate comernitrwas found in 6% of studied children and thedthrers
who had week knowledge and 60% of them with modekabwledge while, strong commitment was apparent
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in 8% of the studied sample with week knowledge @n#6% of them with moderate knowledge. This firgli
gives an objective indicator to assess the levelisfase knowledge in TM patients and their motHeasients
with poor compliance to treatment plan may have Tég knowledge.

This finding is supported by Elsaid (2009) who ddne study at Zagazig university Hospitals, Zaga&gypt
and he found the most of his studied sample wereamplaint with iron-chelation therapy. Poor knedge of
thalassemic patients and their mothers regardiegligease, and the treatment plan, is a multifddsseie. As, it
may be owing to; excessive anxiety, fear of conditilliteracy, impaired communication, lack of @riteaching,
misinterpretation of information and unwillingneasslearn. In addition, lack of adequate guidancéhgyhealth
care providers and lack of effective communicatietween the nursing staff and the patients alsp glele in
this knowledge deficit. In the study setting, (Heohagy Outpatient Clinic) there is a shortage ie thursing
staff number especially the highly qualified nurselo supposed to be able to give adequate expdanabout
the disease and its care aspects. This shortathe inursing staff number represents another impbisgue in
this problem.

Conclusion

Based upon the findings of the current study, it ba concluded that, positive association betwemwledge
about disease and treatment adherence and fadtqratients’ knowledge indicate the need for systina
education for patients and caregivers to improedr tompliance with treatment.

Recommendations:

= Improvement of the quality of patient care, reiocfement of medical education and enhanced efforts by
clinical staff to provide practical knowledge toildnen with thalassemia major and their parents is
mandatory to significantly improve patient comptiarto treatment.

= Age-appropriate cartoon illustrations for childrenprovide detailed scientific information aboueth
disease and how to survive with it.

= The pediatric health nurses should be specialljpgthto act as genetic counselors to reduce the
incidence of thalassemia and should be able taslisicnportant aspects of prevention.

= Mass media must provide population with geneticnseling about thalassemia and other inherited
diseases and discourage consanguineous marriage.

= Further researches are needed to investigate $aafi@cting compliance with treatment regimen.
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