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Background: Hemophilia is characterized by the development of joint bleeds that cause
long-term joint damage (hemophilic arthropathy). Joint damage leads to disability and affects
psychosocial aspects in patients with hemophilia.

Objective: To compare the clinical situation, perception of disease and quality of life, and
coping strategies in adult patients with hemophilia in El Salvador and Spain.

Methods: In this comparative clinical study, 43 patients with hemophilia aged between 18
and 50 years old from Spain and El Salvador participated. After obtaining the patients’
consent, they completed the Illness Perception Questionnaire-Revised (IPQ-R), Hemophilia-
QoL and Inventory of Coping strategies questionnaires. Joint status was assessed using the
Hemophilia Joint Health Score and based on a record of clinical and treatment data.
Results: Hemophilia patients from Spain showed an improved perception of quality of life
(p <0.05), although there were only differences in the self-criticism variable (p = 0.04) for
coping strategies. Joint damage and age correlated (p <0.05) negatively with perception of
disease, perceived quality of life and coping strategies in both populations. There were
differences (p <0.05) between the two populations based on HIV and HCV coinfections in
perception of disease and perceived quality of life.

Conclusion: Patients with hemophilia in El Salvador exhibit a poorer perception of disease
and quality of life. Despite differences in access to treatment from one country to the other,
there is no difference in coping with the disease. Older patients are better able to adapt to the
disease.
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Introduction

Hemophilia is a congenital coagulation disorder that presents a lack of some of the
clotting factors (FVIII in hemophilia A and FIX in hemophilia B). This pathology is
characterized by bleeding episodes, mainly in the locomotor system. Most bleeding
occurs in the joints (hemarthrosis).! The recurrence of joint bleeding causes
changes in the synovial membrane (chronic synovitis) and joint structure, leading
to intra-articular alterations and functional limitations.

When a joint is repeatedly affected by hemarthrosis, the inactivity associated
leads to atrophy of the periarticular muscles and joint instability. This process
progressively entails irreversible joint degeneration and the development of chronic
hemophilic arthropathy, characterized by joint deformity, functional limitations,

disability, chronic pain, and a poorer perception of quality of life.®

Received: 24 June 2021
Accepted: 31 July 2021
Published: 21 August 2021

Patient Preference and Adherence 2021:15 1817-1825 1817
© 2021 Cuesta-Barriuso et al. This work is published and licensed by Dove Medical Press Limited. The full terms of this license are available at https://www.dovepress.
Y _No i licenses/by-nc/3.0/). By

com/terms.php and incorporate the Creative Commons Attribution — Non Commercial (unported, v3. 0) License (http://c g
accessing the work you hereby accept the Terms. Non-commercial uses of the work are permitted without any further permission from Dove Medical Press lelted provided the work is properly
attributed. For permission for commercial use of this work, please see paragraphs 4.2 and 5 of our Terms (https://www.dovepress.com/terms.php).



http://orcid.org/0000-0002-4276-6982
http://orcid.org/0000-0002-0518-0456
http://orcid.org/0000-0003-1347-7759
mailto:ruben.cuestab@gmail.com
http://www.dovepress.com/permissions.php
https://www.dovepress.com

Cuesta-Barriuso et al

Dove

Regular administration of clotting factor concentrates
(prophylaxis) is the most effective treatment to prevent
bleeding and disability in patients with hemophilia.* The
development of antibodies against the treatment with clot-
ting factor concentrates (inhibitors) is the main clinical
complication in these patients, increasing the rate of mus-
culoskeletal sequelae.’

In the 1950’s, fresh frozen plasma was the therapeutic
option for patients with hemophilia worldwide, regardless
of the economic development of the country.® The emer-
gence of Cryoprecipitate in 1965 made available an effec-
tive treatment to address bleeding episodes.” However,
since the 70s, factor concentrates became more widely
available, allowing a more effective treatment to control
hemorrhages.®

The high incidence of infections due to the human
immunodeficiency virus (HIV) and Hepatitis C virus
(HCV) in the 80s, prompted the development of new
safer factor concentrates. This increased the differences
between countries in the accessibility to new treatments,
based on their higher or lower economic resources.’”

The life expectancy of hemophiliacs living in devel-
oped countries is similar to that of the general population,
in view of the new treatments developed.10 However, 75%
of patients living in developing countries have no access to
the more modern treatments, and therefore their life expec-
tancy is considerably lower.'!

The promotion of associationism and training of the
leaders of the National Hemophilia Organizations, together
with Government commitment, has enabled patients to
access the new treatments, with an increased life expec-
tancy, reaching adulthood with fewer joint sequelae and
ultimately enjoying an improved quality of life.'?

The World Federation of Hemophilia has recently been
developing programs to raise the awareness of national
governments and twinning programs between developed
and developing countries, with the aim of improving in the
latter the with
hemophilia.

therapeutic
13,14

approach to patients

In order to assess the quality of life of the patients, not
only their physical condition but also their own perception
and assessment thereof need to be considered. Quality of
life, and specifically health-related QoL, refers to the sub-
jective perception of the individual of how their health
influences their general functioning and promotes the
achievement of their projects and goals, reflecting on their
level of well-being.'® Tt is essential to consider objective
health aspects, but at the same time account for other

psychosocial factors such as: beliefs, attributions and mean-
ings that greatly condition a patient’s response to the disease.

One of the models used to establish how the subject
develops these beliefs and how they affect adapting to the
of Self-
Regulation.'®!” This model proposes that subjects conduct

disease is the Common-Sense model
a parallel processing of the emotional and cognitive repre-
sentations of their illness, and their coping possibilities.

Studies conducted in hemophilia seem to confirm that
health status assessment is affected by the subject’s repre-
sentations of their illness.'®'? In addition, they argue that
no causal or direct relationship has been found between
poor health and negative emotions, owing to coping stra-
tegies or psychological defense mechanisms employed.
This is consistent with what was pointed out by
Reynolds et al,”® whereby a good perception of the disease
reflects an effective management thereof.

To cope with or solve problematic circumstances,
a good medical treatment and psychological resources or
strategies used are equally important.>'** In general, there
are two forms of coping: problem-oriented and emotion-
oriented. In chronic diseases, the problem-oriented strat-
egy is considered the most effective and adaptive strategy,
while the emotion-oriented strategy is a resource for more
acute situations.”>~*

The study on coping in patients with hemophilia has
barely been addressed. Most research focuses on the par-
ents of the affected children®>-*

or limitations caused by hemophilia.?”*® Binnema and

or on coping with the pain

Brodin®**° found that adult patients, regardless of their
state of health, often cope positively, while stressing on the
importance of assessing the psychological aspects that
influence how individuals cope with hemophilia.

The aim of this study is to compare two populations of
patients with hemophilia, from El Salvador and Spain,
analyzing the clinical situation, perception of disease and
quality of life, and coping strategies employed.

Materials and Methods
Study Design

Comparative study of adult patients with hemophilia from
El Salvador and Spain, where access to treatment and the
approach of hemophilia differ greatly.

Selection Criteria
The criteria for inclusion in this study were patients: over
18 years old, with a diagnosis of hemophilia A and B, with
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severe or moderate phenotype, having signed the informed
consent document, without cognitive disorders that impede
oral and written comprehension of the questionnaires.
Patients excluded were those with a diagnosis of another
congenital coagulopathy (for example, von Willebrand
disease), having undergone surgery in the 12 months pre-
ceding the study and those presenting cognitive disorders
or failing to complete the questionnaires. Patients who at
the time of the study had antibodies to clotting factor
concentrates (inhibitors) were also included in the study.

Ethical Considerations

The study was approved by the Ethics Committee of the
University of Murcia. All patients were informed of the
study objectives and signed the consent document in
accordance with the Helsinki agreement on clinical trials.

Patients

In the framework of the Twinning Program of the
Fundacion Novo Nordisk in El Salvador, patients with
hemophilia treated at the University Hospital of San
Salvador were summoned. Of the 47 patients attending
the training program, 28 were adults. Twenty-two met
the inclusion criteria (two were excluded for having
a diagnosis of factor V deficit, two for having a severe
cognitive disease that prevented the evaluation and two
because they had undergone open synovectomy in the
months preceding the study).

The Spanish sample was recruited from among asso-
ciations of hemophiliacs from different regions of Spain.
Thirty-four patients initially agreed to participate in the
study and 21 ultimately met the inclusion criteria (five
were excluded due to a diagnosis of von Willebrand dis-
ease; one with a severe cognitive disease that prevented
the evaluation; three for developing hemarthrosis the week
prior to the study; and four because they had undergone
open orthopedic knee surgery in the months preceding the
study).

Measuring Instruments

The dependent variables evaluated in this study are per-
ception of disease, quality of life, and coping strategies.
Measuring instruments used to assess these variables were:

Perception of Disease

Illness Perception Questionnaire-Revised (IPQ-R) was
used®' based on Leventhal’s Common-Sense model. It
evaluates the representation of the disease in patients

with hemophilia. It consists of eight dimensions: Identity,
Consequences, Personal control, Treatment control, Illness
coherence, cycles of Illness and emotional representation.

Perception of Quality of Life

The Hemophilia-QoL questionnaire was used.*” It evalu-
ates the quality of life in patients with hemophilia. It
consists of 36 items that rate nine dimensions of quality
of life: physical health, daily activities, joints, pain, satis-
faction with treatment, treatment difficulties, emotional
functioning, mental health and relationships and social
activity.

Coping Strategies

The Coping Strategies Inventory was employed.> It eval-
uates coping strategies used by the subject in the stressful
situation posed by the disease (40 items on a 5-point Likert
scale). It has eight scales (problem solving, cognitive
restructuring, social support, emotional expression, avoid-
ance of problems, desiderative thinking, social withdrawal
and self-criticism).

In addition, clinical data were recorded to obtain the
patients’ main anthropometric characteristics and clinical
characteristics (hemophilia type and severity, medical
treatment scheduled, and dosage of FVII/FIX concen-
trates). Finally, the clinical data of joint damage in the
patients were collected, using the Hemophilia Joint Health
Score-HJHS.** This scale assesses the degree of joint
deterioration as a result of hemophilia arthropathy on
a scale of 0 to 20 points per joint (0 represents no damage,
while 20 represents maximum joint damage).

Statistical Analysis

The statistical analysis was carried out using the statistical
package SPSS 19.0 for Windows (IBM Corporation,
Somers, NY, USA). A descriptive analysis of the patients
who participated in the study was performed. The
Student’s t-test and ANOVA were used to analyze differ-
ences depending on the group. Correlations were obtained
between study-dependent variables and independent quan-
titative and qualitative variables, respectively. A 95% level
was established for the estimation of the Confidence inter-
val (CI).

Results

Forty-three patients with hemophilia from both countries
participated in the study. Twenty-two patients were from
El Salvador and 21 patients from Spain. The mean age of
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the sample from El Salvador was 29.36 (SD: 8.31). All
patients had hemophilia A, 86.4% with a severe pheno-
type, and 100% were on demand treatment (without home
treatment). The mean age of the Spanish sample was 34.19
(SD: 9.73).
A (90.5%), severe phenotype (71.4%) and was on demand
treatment (76.2%). All HIV patients in both populations
exhibited an undetectable viral load. While all HCV
patients from El Salvador presented an active HCV infec-

Most of the patients had hemophilia

tion, only two patients from the Spanish population

evolved to recovery from hepatitis C infection.
Regarding joint damage, significant differences were
found between the two groups, with greater joint damage
in the patients from El Salvador (Table 1).

When comparing the two populations, we found sig-
nificant differences (p <0.01) in the perception of disease
in Consequences, Disease cycle and Emotional representa-
tion. A comparison of perception of quality of life dis-
closed significant differences (p <0.01) in all the items,
except in Satisfaction with the treatment (p = 0.13). With
regard to coping strategies, there were only differences in
the Self-criticism item (p = 0.04) (Table 2).

There was a negative correlation in the Spanish simple
between joint damage and perception of disease (Cycles of
illness; p <0.05), the perception of quality of life (Physical
health and Satisfaction with the treatment; p <0.05) and

coping strategies (Problem solving; p <0.05). A negative
correlation existed between age and perception of illness
(Cycles of illness; p <0.01) and coping strategies (Problem
solving; p <0.05). The sample from El Salvador exhibited
a positive correlation between joint damage and coping
strategies (Emotional expression; p <0.05). For its part,
age correlated negatively with perception of quality of life
(Pain and Difficulties with treatment; p <0.05) and posi-
tively with coping strategies (Avoidance of problems;
p <0.01) (Table 3).

When comparing the two populations in terms of HIV
and HCV coinfection, there were significant differences (p
<0.05) in the perception of illness (Personal control,
Illness Coherence and Emotional representation) and per-
ception of quality of life (Satisfaction with treatment and
Emotional Functioning). Similarly, in patients with hemo-
philia and HCV infection, we found significant differences
(p <0.05) between the two populations in perception of
disecase (Personal control, Illness Coherence and
Emotional representation) and perception of quality of
life (Satisfaction with

Functioning) (Table 4).

treatment and Emotional

Discussion
The largest differences when comparing samples from
a clinical perspective were found in joint condition,

Table | Demographic and Clinical Characteristics of Hemophilia Patients in Two Different Countries

Variables Salvador Sample (n=22) Spanish Sample (n=21) Sig.
Mean (SD) Range Mean (SD) Range
Age (years) 29.36 (8.31) 1848 34.19 (8.73) 18-50 0.07
Weight (kg) 73.36 (5.87) 63-85 75.00 (6.30) 64-84 0.38
Height (cm) 171.50 (7.30) 153-182 175.67 (5.09) 166—184 0.03*
HJHS total score (0-124) 35.36 (21.40) 13-86 22.86 (11.76) 647 0.02*
Hospital visits/year (number) 13.55 (5.82) 7-30 4.37(3.68) 1-12 0.00%#*
Distance from hospital (km) 29.86 (19.46) 3-85 21.57 (21.87) 2-60 0.19
n % n %
Type of hemophilia (A/B) 22/0 100/0 1972 90.5/9.5 0.14
Severity (Severe/Moderate) 19/3 86.4/13.6 15/6 71.4/28.6 0.00%*
Treatment (Prophylaxis/On demand) 0/22 0/100 5/16 23.8/76.2 0.01*
Self-treatment (Yes/No) 7/15 31.8/68.2 9/12 42.9/57.1 0.46
Development of inhibitor (Yes/No) 121 4.5/95.5 1/20 4.8/95.2 0.97
Coinfections (HIV and HCV/HCV/No) 2/12/8 9.1/54.5/36.4 8/6/7 38.1/28.6/33.3 0.07
Orthosis (Yes/No) 15/7 68.2/31.8 0/21 0/100 0.00%*
Academic training (University/Secondary/Primary) 1710711 4.5/45.5//50.0 6/11/4 28.6/52.4/19.0 0.00%*
Employment (Self-Employed/Employee/Unemployed) 2/11/19 9.1/50/40.9 5/6/9/1 23.8/28.6/42.9/4.8 0.89
Marital status (Married/Divorced/Single) 7/15 31.8/68.2 10/11 47.6/52.4 0.30

Notes: *p < 0.05; *p < 0.01; ***p < 0.001.

Abbreviations: HJHS, Hemophilia Joint Health Score; HIV, human immunodeficiency virus; HCV, hepatitis C virus; Sig., signification; SD, standard deviation.
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Table 2 Perception of lliness, Quality of Life and Coping Strategy in Patients with Hemophilia

Variable Item Mean (SD) t-test
El Salvador Spain t Sig.
lliness Perception Identity 6.09 (2.38) 4.76 (2.64) -1.73 0.09
Consequences 23.50 (3.66) 19.24 (3.96) —3.66 0.00**
Personal control 22.18 (3.66) 35.95 (38.26) 1.68 0.10
Treatment control 19.59 (2.32) 20.24 (3.52) 0.71 0.47
lliness Coherence 16.05 (4.66) 28.19 (28.27) 1.98 0.05
Cycles of lliness 16.27 (2.51) 11.38 (2.29) —6.66 0.00%#*
Emotional representation 20.59 (5.65) 14.52 (4.81) -3.78 0.00%**
Quality of life Physical health 15.18 (5.98) 21.90 (7.75) 3.19 0.00%*
Daily activities 6.59 (3.87) 11.10 (5.07) 3.27 0.00**
Joints 4.68 (2.73) 7.33 (3.39) 282 0.00**
Pain 2.82 (2.13) 4.90 (2.59) 2.90 0.00%*
Satisfaction with treatment 5.23 (1.63) 6.29 (2.79) 1.52 0.13
Difficulties with treatment 7.23 (3.53) 10.71 (2.49) 3.72 0.00**
Emotional functioning 10.00 (4.28) 14.81 (4.46) 3.60 0.00%*
Mental health 5.86 (2.71) 9.38 (3.41) 3.75 0.00%**
Social activities and relationships 11.50 (4.39) 16.24 (5.01) 3.30 0.00%*
Total A-36 69.14 (20.37) 102.67 (20.74) 4.33 0.00%**
Coping Strategies Problem solving 13.55 (5.66) 14.33 (5.35) 0.46 0.64
Self-criticism 791 (5.46) 4.67 (4.92) —2.04 0.04*
Emotional expression 9.27 (5.93) 6.95 (4.96) —-1.38 0.17
Deliberative thinking 12.59 (6.44) 11.14 (4.70) -0.83 0.40
Social support 12.32 (4.49) 10.90 (5.21) -0.95 0.34
Cognitive restructuring 12.36 (5.06) 12.52 (4.54) 0.10 0.91
Avoidance of problems 10.77 (4.84) 9.48 (4.22) —0.93 0.35
Social withdrawal 8.45 (4.14) 6.05 (3.98) —1.94 0.05

Notes: *p < 0.05; *p < 0.01; ***p < 0.001.
Abbreviations: SD, standard deviation; Sig., significance.

while damage to knees, ankles and elbows, and use of
orthoses was greater in patients from El Salvador, which
meant more frequent visits to the Hospital, with the dis-
advantage of the further traveling distance. These differ-
ences may be largely due to the difficulty in accessing
substitution factor concentrates. Most Salvadoran patients
were found to be on demand treatment. However, in com-
paring the psychosocial aspects (perception of disease and
coping strategies), not such obvious differences were
found. This is not so when we assess quality of life.
Lamiani et al'® found a connection between the target
health status and the cognitive representation of the dis-
ease. Patients with poorer perception of their health
showed poorer cognitive representations of their disease.
In our study, a greater perception of the consequences,
disease cyclicity and a strong negative representation of
emotions, also relate to a poorer quality of life. Llewellyn
et al and Reynolds et al'®?° assert that an adequate mental

representation of the disease is associated with a better
perception of health and self-care, together with a more
effective management of the disease.

Patients with chronic pain often experience psycholo-
gical problems, functional disabilities, and a poorer per-
ception of quality of life.>> Our study found that patients
from El Salvador present greater damage and joint pain,
and a poorer perception of quality of life in almost all
domains. This is consistent with other studies whereby it is
acknowledged that pain generates poor quality of life in
patients with hemophilia A, not only physically but men-
tally, which has an impact on their wellbeing.**%%’

However, it should be noted that no differences were
found in terms of satisfaction with treatment, taking into
account the physical condition and access to treatment.
Perhaps the psychological resources and defense mechan-
isms of patients are conditioning this response, and not so

much the objective aspects of the situation. In addition,
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Table 3 Correlation Between Psychological Variables and Joint Status and Age of Patients with Hemophilia
Variable Item Joint Status (HJHS) Age
El Salvador Spain El Salvador Spain
lliness Perception Identity —0.10 —-0.18 —-0.13 -0.33
Consequences —0.36 0.01 —0.15 —0.00
Personal control -0.29 —-0.30 —0.21 —-0.07
Treatment control 0.00 —0.11 —-0.15 —0.18
lliness Coherence —0.06 0.09 —0.15 —-0.01
Cycles of lliness —-0.10 —0.50* —0.00 —0.64**
Emotional representation 0.20 —0.02 0.30 —0.09
Quality of life Physical health —0.06 —0.49* —0.18 -0.28
Daily activities 0.18 —0.05 0.02 0.13
Joints 0.03 -0.22 —0.11 0.03
Pain —0.37 —0.15 —0.49* 0.00
Satisfaction with treatment 0.13 —0.43* —0.04 —0.40
Difficulties with treatment —0.42 —0.11 —0.45* —0.08
Emotional functioning 0.33 —-0.15 0.14 0.00
Mental health 0.16 —0.04 —0.12 0.04
Social activities and relationships 0.11 0.08 —-0.09 0.18
Total A-36 0.03 —0.24 -0.20 —0.05
Coping Strategies Problem solving 0.13 —0.49* 0.31 —0.43*
Self-criticism —-0.01 -0.35 —-0.01 -0.34
Emotional expression 0.43* —0.00 0.34 —0.03
Deliberative thinking —-0.11 —-0.20 —0.06 -0.29
Social support —0.06 —-0.21 —0.08 —0.34
Cognitive restructuring 0.31 0.01 0.38 0.14
Avoidance of problems 0.37 —0.03 0.62%* 0.16
Social withdrawal —0.03 —0.14 —0.00 —0.08

Notes: *p < 0.05; *p < 0.01.

interventions aimed at accepting chronicity and promoting
well-being may be much more effective than merely eval-
uating the physical aspects. This is consistent with recent
studies, which support the need to evaluate the degree of
acceptance of the disease, the position it occupies in the
patient’s life, and consequently their favorable response or
otherwise to health professionals’ instructions regarding
treatment.' %

Prophylaxis is the gold standard in the treatment of
patients with hemophilia, reducing the risk of joint bleed-
ing and thus hemophilic arthropathy, the main predictor of
quality of life in patients with severe hemophilia.*
Relevant variables in our study were joint damage, hemo-
philia severity and type of treatment.

Upon analyzing joint damage in knees, ankles and
elbows, Spanish patients were found to have a greater
perception of cyclicity, a poorer perception of their physi-
cal health and also greater difficulties with the treatment.
However, the joint condition of the Salvadoran patients

was not related to perception of the disease or quality of
life assessment, yet to a high emotional expression as
a coping strategy.

With respect to age, younger patients in the
Salvadoran sample showed many limitations in their
quality of life based on the pain and problems with
the treatment. Young Spanish patients perceived greater
cyclicity of the disease, which is consistent with
Elander’s theory,”® whereby it is essential to address
the acceptance of pain in order to manage it, and more
so when there are differences in terms of access to
factor concentrates. It should be noted that pain affects
the perception of the disease and treatment experiences
and impacts on quality of life. Therefore, importantly,
patients with hemophilia should be taught to manage
the disease from a holistic perspective, which allows
them to face the challenges, without reducing their
of life,

circumstances.

quality despite socio-demographic

https:

1822

Dove!

Patient Preference and Adherence 2021:15


https://www.dovepress.com
https://www.dovepress.com

Dove

Cuesta-Barriuso et al

Table 4 Univariate Analysis of the Dependent Variables, with Respect to the Country of Origin and HIV and HCV Infections

Variable Item HIV and HCV HCV No Infections
El Salvador Spain El Salvador Spain El Salvador Spain
lliness Perception Identity 3.00 (2.82) 4.37 (2.87) 6.58 (2.27) 3.83 (3.12) 6.13 (2.16) 6.00 (1.63)
Consequences 20.50 (3.53) 21.38 (5.12) 23.58 (4.10) 16.83 (2.99) 24.12 (2.99) 18.86 (1.46)
Personal control 23.50 (0.70)** 18.63 (4.56) 21.67 (3.86) 74.17 (57.89)** 22.63 (3.92) 23.00 (2.64)
Treatment control 19.00 (0.00) 18.75 (4.16) 19.25 (2.52) 23.17 (1.47) 20.25 (2.31) 19.43 (2.63)
lliness Coherence 13.50 (2.12) 15.50 (4.75)* 15.25 (4.57) 53.33 (45.44)* 17.88 (4.99) 21.14 (3.53)
Cycles of lliness 15.00 (2.82) 10.37 (3.15) 16.17 (2.51) 11.33 (0.51) 16.75 (2.65) 12.57 (1.61)
Emotional representation 21.50 (2.12)%* 17.13 (3.52) 21.75 (6.45)** 8.83 (3.06) 18.63 (4.77) 16.43 (3.04)
Quality of life Physical health 16.50 (9.19) 16.38 (7.15) 14.50 (6.78) 26.50 (7.45) 15.88 (4.61) 24.29 (5.09)
Daily activities 9.50 (6.36) 9.75 (6.15) 5.67 (3.67) 13.50 (3.50) 7.25 (3.69) 10.57 (4.79)
Joints 3.50 (2.12) 6.25 (3.45) 4.42 (3.02) 8.83 (3.92) 5.38 (2.50) 7.29 (2.81)
Pain 1.00 (1.41) 425 (2.81) 2.67 (2.67) 5.67 (2.94) 3.50 (0.75) 5.00 (2.08)
Satisfaction with treatment 7.50 (0.70)** 4.75 (3.28) 4.42 (1.31) 8.33 (0.81)** 5.88 (1.45) 6.29 (2.36)
Difficulties with treatment 1.50 (2.12) 10.38 (3.33) 7.67 (3.22) 10.50 (1.97) 8.00 (3.16) 11.29 (1.97)
Emotional functioning 14.00 (5.65)* 11.88 (4.85) 10.33 (4.29) 18.83 (1.32)* 8.50 (3.78) 1471 (3.14)
Mental health 7.00 (5.65) 7.63 (4.40) 5.42 (2.64) 11.83 (0.40) 6.25 (2.37) 9.29 (2.43)
Social activities and relationships 14.50 (7.77) 14.38 (6.07) 11.00 (4.26) 20.00 (0.00) 11.50 (4.20) 15.14 (4.52)
Total A-36 75.00 (32.52) 85.63 (33.05) 66.17 (21.30) 124.00 (20.66) 72.13 (18.59) 103.86 (21.77)
Coping Strategies Solving problems 13.50 (3.53) 10.38 (4.77) 15.08 (4.58) 20.00 (0.00) 11.25 (7.16) 14.00 (3.95)
Self-criticism 7.00 (1.41) 4.25 (4.20) 8.08 (5.58) 0.67 (1.63) 7.88 (6.33) 8.57 (4.89)
Emotional expression 14.00 (5.65) 5.00 (4.10) 10.08 (5.36) 8.00 (6.66) 6.88 (6.44) 8.29 (4.15)
Deliberative thinking 6.50 (3.53) 8.88 (3.35) 13.58 (6.15) 12.83 (6.55) 12.63 (7.15) 12.29 (3.68)
Social support 10.00 (7.07) 7.38 (3.58) 12.33 (4.73) 12.83 (6.55) 12.88 (4.05) 13.29 (3.59)
Cognitive restructuring 13.00 (1.41) 10.13 (1.55) 13.17 (5.409) 18.33 (1.50) 11.00 (5.23) 1029 (4.11)
Avoidance of problems 11.50 (4.95) 7.63 (2.38) 12.58 (5.10) 14.33 (1.96) 7.88 (3.27) 7.43 (4.07)
Social withdrawal 6.00 (4.24) 6.38 (4.53) 8.58 (3.34) 4.17 (1.32) 8.88 (5.43) 7.29 (4.68)

Notes: *p < 0.05; *p < 0.01.
Abbreviations: HIV, human immunodeficiency virus; HCV, hepatitis C virus.

HIV/HCV infection in previous decades increased the
percentage of comorbidity and mortality in patients with
hemophilia in adulthood.*' Torres-Ortufio et al** estab-
lished that patients infected with HIV or HCV did not
show significant differences when analyzing disease beha-
vior compared to non-infected subjects. Theorell et al*®
stated that an alteration of the emotional state can
adversely affect the immune status of patients with hemo-
philia and HIV. Hence, a positive emotional state and
adaptive behavior to the disease can be very useful in
improving coping strategies and adherence to medical
treatments.

Our study only revealed differences when we analyzed the
group of patients infected with HCV, in terms of quality of life
and perception of the disease, when comparing the Spanish
and Salvadoran samples. However, no significant differences
were found when analyzing coping strategies, suggesting that,
irrespective of the objective health data, the importance of
patient coping resources is a good predictor for the control
and management of the disease.

Adult patients with hemophilia have shown to better
adapt to the disease than young patients.** According to

Lamiani et al,'”

adolescents and young people find it more
difficult to cope with complications related to the disease,
due to their lack of experience with symptoms, mainly in
relation to prophylactic treatment. Our study found that
older Salvadoran patients had a better perception of joint
pain, less difficulties with treatment, and greater use of
avoidance of problems as coping mechanisms, in order to
counteract deficiencies, mainly related to treatment. On the
other hand, younger patients in the Spanish sample were
found to present a poorer perception of the disease cycles
and hardly used problem solving strategies.

Limitations of the Study

Although this is the first study to analyze the relationship
between clinical and psychosocial factors in patients with
hemophilia of countries with such different levels of
access to pharmacological treatment, several limitations
need to be considered. This study has been carried out
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by recruiting a small sample, so the statistical power of our
tests may be relatively low. Similarly, the possible statis-
tical error (type II) should be taken into account as a result
of our analysis not showing significant relationships
between variables that are actually important.

Relevance to Clinical Practice

The management of psychosocial factors in patients with
hemophilia has been shown to be a very effective tool,
even in cases of difficult access to pharmacological treat-
ments, as is the case of Salvadoran patients.

Conclusions

Hemophiliacs with reduced access to prophylactic treatments
present a poorer joint condition. The perception of quality of
life and the perception of disease were significantly poorer in
patients with hemophilia from El Salvador, compared to those
living in Spain. Despite the differences in level of access to
treatment between the two countries, there are no differences
in terms of coping with the disease. The age variable plays
a prominent role in how patients adapt to the disease situation.
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