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ABSTRACT  

Aim: Hemophilia is especially a hereditary disorder at risk of bleeding spontaneous and traumatic 

hemorrhages within the muscles and joints. Good adherence to treatment and disease management is 

essential for people with hemophilia to maintain a good quality of life. The aim of this study is to assess 

the factors influencing adherence to prophylactic treatment from the patients’ perspective. 

Materials and Methods: The study involved 21 participants who followed at a Hemophilia Care Centre. 

Participants were eligible for inclusion if they provided consent, were 18 years or older, had a diagnosis 

of hemophilia A or B, received prophylaxis for at least two years, and possessed the ability to understand 

and respond to the questions in Turkish. We used individual face-to-face in-depth interview to collect 

data. Interviews were taped recorded and data in the tape was transcribed by interviewer Data was 

analyzed both manually and with NVivo software for qualitative research analysis and concept mapping. 

Results: Results of this study, decreasing factors of adherence were difficulties accessing or getting to 

a hospital, feeling good, and health workers’ attitude. Increasing factors of adherence were preserving 

activities, physical function, experiencing bleeding symptoms. The adherence efforts should be 

especially to adults. Relationship with health worker is important for adherence treatment. 

Conclusions: This study allows us to understand (1). Effective communication with the hemophilia 

treatment center, beliefs about illness and treatment, social support, and patient expectations are crucial 

factors for improving adherence (2). Individual differences are vital in assessing treatment compliance. 

Keywords: Hemophilia, adherence, prophylaxis, qualitative study, joint bleeding 

Note: Our study was accepted as a poster presentation at the EAHAD Congress and published as an 

abstract in - Volume 23, Issue 2, Special Issue: 10th Annual Congress of the European Association for 

Haemophilia and Allied Disorders, Paris, France, February 2017, Pages e1-e8 (Late-Breaking 

Abstracts) and also as a poster presentation at the 3rd Hemophilia Cases Education Symposium, 

February 17-19, 2017, Antalya, where it was published in the proceedings. 

ÖZ 

Amaç: Hemofili, kas ve eklemlerde spontan ve travmatik kanamalarla karakterize, genetik geçişli bir 

hastalıktır. Hemofili hastalarının yaşam kalitesini koruyabilmeleri için tedaviye iyi uyum sağlamaları ve 

hastalık yönetimini etkin bir şekilde gerçekleştirmeleri gerekmektedir. Bu çalışmanın amacı, hemofili 

hastalarında profilaktik tedaviye uyumu etkileyen faktörleri, hastaların bakış açısından 

değerlendirmektir. 
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Gereç ve Yöntem: Çalışmaya bir Hemofili Bakım Merkezi'nde takip edilen 21 birey katılmıştır. 

Katılımcıların çalışmaya dahil edilebilmesi için; bilgilendirilmiş onam vermeleri, 18 yaş ve üzerinde 

olmaları, hemofili A veya B tanısına sahip olmaları, en az iki yıldır profilaksi tedavisi alıyor olmaları ve 

Türkçe soruları anlayıp yanıtlayabilecek durumda olmaları gerekmekteydi. Veri toplama yöntemi olarak 

bireysel, yüz yüze derinlemesine görüşme tekniği kullanılmıştır. Görüşmeler ses kaydına alınmış ve 

kaydedilen veriler araştırmacı tarafından yazıya dökülmüştür. Veriler hem manuel olarak hem de nitel 

araştırma analizleri ve kavramsal haritalama için kullanılan NVivo yazılımı aracılığıyla analiz edilmiştir. 

Bulgular: Çalışmanın bulgularına göre, tedaviye uyumu azaltan faktörler arasında hastaneye ulaşmada 

yaşanan zorluklar, hastaların kendilerini iyi hissetmeleri ve sağlık çalışanlarının tutumları yer almaktadır. 

Öte yandan, tedaviye uyumu artıran faktörler ise günlük aktiviteleri sürdürebilmek, fiziksel fonksiyonları 

korumak ve kanama semptomlarıyla karşılaşmak olarak belirlenmiştir. Özellikle yetişkinlerde uyum 

çabalarına daha fazla önem verilmesi gerekmektedir. Ayrıca, sağlık çalışanları ile kurulan ilişkinin 

tedaviye uyum açısından kritik bir öneme sahip olduğu görülmüştür. 

Sonuç: Bu çalışma, şu önemli noktaları anlamamıza katkı sağlamaktadır: I.Hemofili tedavi merkezleriyle 

etkili iletişim, hastalık ve tedaviye yönelik inançlar, sosyal destek ve hasta beklentileri, tedaviye uyumu 

artırmada önemli faktörlerdir. II.Tedaviye uyumun değerlendirilmesinde bireysel farklılıklar büyük önem 

taşımaktadır. 

Anahtar Sözcükler: Hemofili, uyum, profilaksi, nitel çalışma, eklem kanaması 

Not: Çalışmamız , EAHAD Kongresinde poster sunumu olarak kabul edilmiştir ve abstract olarak -

Volume23, IssueS2, Special Issue:10th Annual Congress of the European Association for Haemophilia 

and Allied Disorders, Paris, France  February 2017 Pages e1-e8 (Late-Breaking Abstracts) ve 

“3.Hemofili Vakalarla Eğitim Sempozyumu, 17-19 Şubat 2017, Antalya da poster bildirisi olarak kabul 

edilmiş ve bildiri kitabında yayınlanmıştır.  

INTRODUCTION 

Hemophilia A (Factor VIII deficiency) and 

Hemophilia B (Factor IX deficiency) are rare, 

congenital, X-linked recessive disorders. The 

management of hemophilia is a complex process 

that requires the correction of coagulation factor 

deficiencies (1). Patients with moderate (1–5% 

factor level) to severe (<1%) hemophilia often 

experience spontaneous joint and muscle 

bleeding, leading to chronic synovitis, 

hemarthrosis, compartment syndrome, and 

pseudotumors, causing significant disability (2). 

Patients receive regular IV prophylaxis with Factor 

VIII or IX to reduce bleeding. This approach lowers 

bleeding frequency, prevents spontaneous and 

post-traumatic bleeding, protects joint health, and 

improves life expectancy and quality of life (QoL) 

(3, 4).  

Despite its benefits, many patients discontinue 

prophylaxis or struggle with adherence due to 

long-term treatment demands, transitioning to 

adulthood, and self-infusion challenges, leading to 

severe complications (5). Adherence to treatment 

is essential to prevent bleeding, minimize 

hemophilia-related disability and morbidity, and 

improve  (QoL) (6). Recent evidence further 

indicates that patients with better adherence to 

prophylaxis report fewer emotional and work/ 

 

school-related problems, along with improved 

overall health-related QoL, underscoring the 

critical role of adherence in long-term outcomes. 

Moreover, adherence has been shown to 

significantly reduce the annual bleeding rate 

(ABR), with adherent patients experiencing fewer 

bleedings compared to non-adherent patients, 

highlighting its direct impact on clinical outcomes 

(7, 8). Maintaining joint health through consistent 

prophylaxis and adherence to treatment may 

improve long-term QoL by reducing pain and 

functional limitations in paients with hemophilia 

(PwH) (9). 

The Roy Adaptation Model (RAM) is a key 

framework in nursing, viewing individuals as 

holistic systems adapting through four modes: 

interdependence, role function, self-concept, and 

physiological function. It follows a structured 

process, from diagnosing and goal-setting to 

designing interventions. Nurses play a crucial role 

in assessing adaptation, providing support, and 

fostering patient engagement, ultimately 

improving care quality and health outcomes (10-

12). The Roy Adaptation Model (RAM) was 

selected for its holistic framework, which facilitates 

patients' adaptation to new situations effectively. 

Therefore, the aim of this study was to explore the 

barriers and facilitators influencing adherence to 
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prophylaxis among patients with hemophilia, using 

the Roy Adaptation Model as a guiding framework. 

MATERIALS and METHODS 

Study Design, Setting and Participants 

This study received ethical approval from the Ege 

University Faculty of Nursing Ethics Committee 

and institutional approval from the Ege University 

Faculty of Medicine (Approval No: 2015-89) and 

the Department of Internal Medicine (Approval No: 

54148036-627). Written informed consent was 

obtained from all participants in accordance with 

the Declaration of Helsinki. 

The study aimed to explore the barriers and 

facilitators influencing adherence to prophylaxis 

among PwH A qualitative descriptive 

phenomenology design was employed to capture 

participants' perspectives on adherence. Inclusion 

criteria required participants to: (1) provide 

informed consent, (2) be 18 years or older, (3) 

have a diagnosis of hemophilia A or B, (4) have at 

least two years of experience with prophylaxis 

therapy, and (5) be able to understand and 

respond to questions in Turkish. 

Data were collected through individual face-to-

face in-depth interviews between November 2015 

and May 2016 with 21 participants followed at the 

Hemophilia Treatment Center (HTC). While a 

sample size of 12–15 is often sufficient for 

thematic content analysis (van Balen et al., 2020), 

qualitative research prioritizes data saturation 

over predefined sample sizes. Scholars suggest 

saturation is reached when additional data 

collection no longer yields new or relevant insights 

(13, 14). Following this principle, participant 

recruitment continued until saturation was 

achieved, concluding the study with 21 

participants. All eligible patients visiting the HTC 

were assessed for study participation. Those 

meeting the inclusion criteria and providing 

consent were interviewed in a quiet, comfortable 

setting within the center. Before each session, 

verbal consent was obtained, particularly 

regarding audio recording for data collection. To 

ensure confidentiality, participants' real names 

were replaced with cryptonyms (e.g., P1, P2), 

where ‘P’ denotes an individual identifier. 

It was collected with patients’ information forms, 

which included data on sociodemographic 

characteristics, disease-related variables, and 

laboratory findings. To explore PwH’s prophylaxis 

experiences, a semi-structured interview form was 

developed in collaboration with experts, informed 

by existing literature. The form included 17 open-

ended questions addressing perceptions of 

hemophilia, adherence challenges, barriers and 

facilitators, reasons for non-adherence, and 

expectations from healthcare professionals. 

These questions were structured around the four 

primary adaptation modes of the Roy Adaptation 

Model (RAM): physiological, self-concept, 

interdependence, and role function. 

Interviews lasted an average of 27 minutes (IQR: 

14–46 minutes). A pilot study (n = 4) informed 

revisions to the interview form before 

administration to the study group (n = 21). 

Transcripts were prepared immediately after each 

session, incorporating field notes and nonverbal 

cues. Data were analyzed both manually and 

using Nvivo software for qualitative research 

analysis and concept mapping. To ensure validity 

and reliability, two independent experts, along with 

the primary researcher, analyzed the transcripts. 

The findings were then collaboratively reviewed 

and refined through consensus. 

The study’s main themes were derived from 

RAM’s four adaptation areas, with subthemes 

determined accordingly. Concepts not aligning 

with predefined subthemes led to the creation of 

new subcategories (Table-1). Nvivo-assisted 

coding was compared with manual analyses to 

ensure consistency (Figure-1). 

Table-1. Themes for barriers and promoter for adherence to treatment (based on RAM) 

MAIN THEMES SUBTHEMES1 SUBTHEMES 2 / SUBTHEMES 3 n References 

PHYSIOLOGIC 
ADAPTATION AREA 

Activity  9 10 

Physiological 
Requirement 

 2 3 

Protection 

 13 17 

Reduction of Pain                                                   4 4 

Poor health protection 8 9 

Venous access problems 11 20 

Other people's awareness of hemophilia 1 2 

SELF-CONCEPT Physical Function  6 10 



 

230 Ege Journal of Medicine / Ege Tıp Dergisi 

 ADAPTATION AREA 

Physical Self 
Concept 

                                     Fear of Disability 4 4 

Physical Appearance 4 5 

Past Physical Bad Experiences 12 24 

Self Independent/ 
Feeling Free 

With Prophylaxis 9 14 

With Self-Infusion 14 19 

Feeling Safe 20 29 

Disease/ Health 8 11 

Lack of time 4 6 

Personal Self 
Concept 

Moral Spiritual 
Ethics 

A feeling of emptiness 2 2 

Self-depreciation 1 1 

Suffer the same fate 1 1 

Expectation  
Related to disease  2 2 

Related to treatment 18 23 

Valuing of the drug (factor preparations) 5 7 

Acceptance 
Disease 5 7 

Prophylaxis  5 8 

Characteristic 
properties 
 
 
 

Emotional 
reaction 
 
 

Boredom 3 3 

Anger  1 1 

Regret  4 6 

Anxiety 3 3 

Insecurity 2 2 

Shyness 6 7 

Feel Good 16 21 

Self-confidence 4 4 

INTERDEPENDENCE 
ADAPTATION AREA 

Adequacy In 
The Support 
System / 
Inadequacy 

Family 8 10 

Employer and Colleague 5 8 

Effective 
Communication 

Family Peace 4 7 

Family Discord 1 1 

Health System 
Due 

 17 43 

Loneliness  1 2 

ROLE FUNCTİON 
ADAPTATION AREA 

Primary Role  1 1 

Secondary Role 
 

Being a Spouse 3 3 

Being a Father 2 3 

Being a Profession / Being a Student 8 10 

Third Role  7 9 

 

 
Figure-1. Methodological flowchart for the study 

Literature review
Creating interview questions 

according to RAM The questions were revised by taking 
expert opinions

Four pilot studies were conducted for 
the reliability and validity of the 

questions.

After listening to and trancribing the 
four pilot studies, the questions were 
examined by the researchers, and the 

expert in the field of qualitative 
research was consulted.

The main data were collected 
with a revised semi-structured 

questionnaire

The conversations recorded on the 
voice recorder were transferred to 

the computer, then listened to by the 
researcher and put them to writting. 

The transcribed conversations were 
transferred to the computer. 

researchers listened to again during 
transfer. Important and necessary 

parts of the speech were underlined.

Suitable datas which barriers and 
promoter for adherence  were 

determined for themes and sub-
themes based on RAM and also new 

sub-themes were created.

Analyzes were made by researchers 
and a qualitative study expert.

Analyzes were also made in nvivo and 
a concept map was created.

Describing, placing quotations, 
exemplifying, explaining and 

interpreting data according to sub-
themes and themes

https://www.researchgate.net/figure/Methodological-flowchart-for-the-study-Table-2-Overview-of-the-focus-group-discussions_fig1_323014167
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RESULTS 

Sociodemographic and Disease-Related 

Characteristics of Participants 

The mean age at study is 38,04 years (IQR 21-

65). Of a total of 21 participants, 15 had 

hemophilia A and 6 had hemophilia B. 

Hemarthrosis as present in at least one joint. 

Among the patients participating in the study, 16 

had advanced hemarthrosis in at least two joints 

that disrupted physical function. Further, 15 

participants were able to perform self-infusion, 

whereas eight were not. Two of 15 participants 

who received self-infusion training were not able 

to apply treatment by themselves due to venous 

access problems; four participants who weren’t 

able to perform self-infusion went to a health 

institution for this purpose, and in four participants, 

infusion was performed by family members 

(Table-2). 

Table-2. Socio-demographic and clinical characteristics of participants 

Variable  (n) % 

Gender 

Male  
 

21 
 

100 
Education (years) 

<5 
5-12 
>12 

 
9 
7 
5 

 
42,85 
33,33 
23,81 

Marital status 

Single 
Married  

 
9 

12 

 
42,85 
57,14 

Have children 

Yes  
No  

 
11 
10 

 
52.38 
47,61 

Access to hemophilia treatment center  

Close to HTC 
Far from HTC 

 
10 
11 

 
47,61 
52,38 

Hemophilia type 

A (Factor VIII deficiency) 
B (Factor IX deficiency) 

 
15 
6 

 
71,43 
28,57 

Age of diagnosis  

0-1 Years  
2- 4 years 
5-9 years  
≥10 years  

 
8 
4 
7 
2 

 
38,09 
19,04 
33,33 
9,52 

Self- ınfusion 

Yes  
No  

 
15 
6 

 
71,42 
28,57 

Radioactive synovectomy (RS) 

Yes  
No  

 
7 

14 

 
33,3 
66,6 

Arthroplasty 

Yes  
No  

 
2 

19 

 
9,52 

90,47 
Hemarthrosis (influence activity) 

Yes  
No  

 
16 
5 

 
76,19 
23,81 

 

Barriers and Facilitators of Adherence Based 

on The Four Modes of RAM 

The Physiologic Mode Factors 

Increasing adherence  

Before prophylaxis, participants struggled with 

daily activities, but factor therapy improved their 

functionality and adherence. They emphasized its 

role in preventing bleeding and maintaining well- 

being. One noted, “It is a good thing; now, I can 

walk the roads I could not and climb the stairs I 

could not...” (P3). Describing their post-

prophylaxis life as “a very comfortable life” and “a 

relaxed body,” some equated it to a basic need, 

saying, “... eating, drinking water, taking factor 

eight...” (P19). While four used prophylaxis mainly 

for pain relief and eight for bleeding prevention, all 

reported reduced pain, fewer bleeds, and better 



 

232 Ege Journal of Medicine / Ege Tıp Dergisi 

joint health. Informing family, friends, or 

colleagues about their treatment further supported 

adherence and self-protection. 

Decreasing adherence  

Participants requiring frequent venous access for 

prophylaxis voiced concerns about current 

challenges and potential future complications, 

leading some to skip doses. Nine participants 

reported such difficulties. One stated, “Well, it 

affects me… sometimes, I cannot find the veins 

and my right arm is a little more problematic, so I 

constantly use the left, I have to… sometimes, I 

burst the veins...” (P10). 

Self-Concept Mode (Physical/Personal) 

Factors 

Increasing adherence  

One participant highlighted that the lack of factor 

therapy led to permanent disabilities, severely 

affecting daily life. The statement, “Our biggest 

problem is becoming disabled; dying is easier,” 

was a key motivator for adherence, as patients 

sought to prevent lifelong disability. Two explicitly 

described this concern as a “fear of becoming 

disabled.” Terms like limping, hobbling, and 

hitching reflected worries about physical 

appearance, making its preservation a strong 

adherence motivator. 

Two participants cited prolonged hospital stays 

and bedrest before prophylaxis as negative 

experiences shaping their commitment to 

treatment. One shared, “…It is difficult to ask for 

help…We are worn out. We spent a lot of time in 

hospitals, a lot of time in the bed...” (P16). 

Five participants said prophylaxis enabled them to 

live independently, while seven felt self-infusion 

granted them freedom. The contrast between pre-

prophylaxis bleeding and pain (illness) and the 

absence of hemophilia symptoms after 

prophylaxis (health) emerged as a key theme. 

The concept of “unity of destiny” arose from 

interactions with others sharing the condition. 

Membership in patient associations and 

engagement with fellow patients increased 

disease awareness and improved adherence. 

Participants emphasized that prophylaxis 

enhanced well-being, QoL, and self-confidence. 

Proper adherence, especially through self-

infusion, reinforced their sense of freedom and 

independence. One noted, “Of course, I used to 

be a peon. Now, I am the King or the Castle. More 

confident…” (P4).  

Greater adherence was linked to increased life 

expectancy. Some participants found that 

accepting both hemophilia and the need for 

prophylaxis improved compliance. When missing 

doses, they expressed regret using phrases like “if 

only” and “why,” with one stating, “I am angry with 

myself for not taking it...” (P6). Another stressed 

its lifelong necessity, saying, “As long as I breathe, 

as long as I'm alive, factor VIII will always be a part 

of me. What is the number one thing in my life? It 

is factor eight, there is nothing else...” (P19). 

Decreasing adherence   

Some participants viewed prophylaxis as a burden 

due to time constraints, work schedules, and 

social commitments, leading to skipped doses. 

Four considered it a waste of time, with one 

stating, “… I mean, 10–15 mins are lost every 2 

days. I see it as a waste of time. ...” (P2). Others 

felt safe and healthy without it, reducing 

adherence, as one noted, “… If there is pain, it 

comes to my mind.” (P6). 

Those unable to perform self-infusion struggled 

with adherence, feeling a loss of freedom and 

dependence on caregivers. Despite close 

relationships, adherence was lower when relying 

on others. One participant admitted, “I can’t do it 

without my wife, it never happens without my wife.” 

(P2). 

Two participants feared inhibitor development and 

viral contamination. Another resisted treatment 

due to difficulty accepting the disease, recalling a 

pivotal moment: 

“… I cannot see myself as disabled at all. One day, 

I went out with a friend, and he mentioned a camp. 

Later, I found out it was a camp for people with 

disabilities. When I saw that, I felt terrible. That 

day, I realized—we are different from other 

people. After that moment, I never saw myself in 

that way again.” (P3). 

Interdependence Mode Factors  

Increasing adherence 

Participants reported that adherence to 

prophylaxis enhanced their communication and 

interactions with friends, colleagues, and family 

members.  

“…It made me become more successful in my 

school life, regularly…I was taking active 
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participation in school activities. İt makes you a 

better and happier person..” (P19) 

Participants described the positive experiences 

they had at healthcare institutions while receiving 

prophylaxis as a form of support from the 

healthcare system.  

Decreasing adherence   

Participants cited difficulties in administering 

prophylaxis and accessing medication as barriers 

to adherence. They also felt misunderstood by 

family and colleagues, with eight experiencing 

discrimination and shame about their condition. 

One noted, “... You are always late, so you cannot 

convince most of the other people.” (P5). Another 

hesitated to take treatment at work, saying, “It's a 

place where people passing by can see and ask, 

'What's going on? What are you doing?' That's 

why I have reservations, that's why...” (P1). 

Additionally, healthcare system challenges led 

some to delay or skip treatment 

Role Function Mode Factors  

Increasing adherence  

The participant highlighted a deficiency in his 

primary role, stating that he was unable to engage 

in age-appropriate activities. 

 “Before, I couldn’t even play ball. For example, my 

peers would play ball. They would call me out, I 

could not go out, I was afraid. For example, my 

feet would be swollen during the night.”(P4) 

Interviews with male participants revealed that 

prophylaxis had a positive impact on their roles as 

fathers and spouses. Additionally, participants 

reported notable changes in their professional 

roles following prophylaxis. 

“I mean, at work, losing a job was a serious issue 

before. Now, thanks to treatment, this risk has 

decreased significantly..” (P10) 

Participants expressed their tertiary role after 

prophylaxis as follows: “...on the other hand, it 

made me focus on music, art, and things like that, 

it changed my interests...” (P2) 

DISCUSSION 

This study aimed to evaluate patients' perceptions 

regarding adherence to prophylaxis and the 

underlying factors influencing their compliance. 

Our findings indicate that  PwH who adhere to 

prophylaxis generally report a good QoL. 

Increased confidence in managing past adverse 

experiences and challenges was observed among 

patients with sustained adherence. However, 

despite these benefits, adherence to prophylaxis 

was found to decrease due to factors such as an 

symptom-free days, venous access difficulties, 

and time constraints. Notably, the absence of pain 

following prophylaxis and the ability to sleep 

undisturbed by nocturnal pain were key factors 

enhancing adherence. The study cohort 

comprised patients undergoing secondary 

prophylaxis, and among PwH, chronic pain was 

found to be lower in individuals receiving 

continued primary or secondary therapy. 

Adherence to prophylaxis is crucial in reducing 

bleeding risk and preserving joint health (15, 16). 

Patients face multiple challenges during 

intravenous (IV) administration. In our study, 

venous access difficulties significantly impacted 

adherence. Remor et al. reported that 24.4% of 

patients with severe hemophilia and 52.8% with 

moderate/mild hemophilia encountered difficulties 

with self-infusion, while 26.8% of severe 

hemophilia patients experienced injection-related 

discomfort (17). Technical barriers, such as 

difficulties using the non-dominant hand for 

venous access, were identified as major factors 

contributing to non-adherence (18, 19). 

Given that prophylaxis necessitates regular 

weekly infusions, maintaining IV access can be a 

painful process, particularly for patients with 

difficult venous access. Anxiety related to injection 

pain further contributes to non-adherence, leading 

to psychological and economic burdens for 

patients, caregivers, and the healthcare system 

(20). 

The short half-life of clotting factors in hemophilia 

necessitates frequent IV injections and increases 

the risk of inhibitor development, negatively 

impacting QoL and treatment adherence. To 

address these challenges, novel therapies such 

as extended half-life (EHL) factors, factor VIII 

mimetics, rebalancing agents, and gene therapy 

have been developed. Ucero-Lozano et al. 

reported improved adherence and patient-

provider communication with EHL prophylaxis, yet 

long-term adherence remains a challenge (21-24). 

Petrini et al. found that patients who infrequently 

experienced bleeding often assumed that it would 

not occur, leading to decreased prophylaxis 

adherence (18). In rheumatologic conditions, 

transitioning from IV to subcutaneous (SC) 

administration has shown improvements in 

adherence, and a similar trend is expected in 

hemophilia (22). 
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The European CHESS study demonstrated that 

PwH receiving lifelong prophylaxis exhibited 

increased physical activity and work productivity. 

Furthermore, individuals on demand-based 

treatment had higher hospitalization rates. 

Patients with severe hemophilia undergoing 

prophylaxis had lower rates of major surgical 

procedures, reduced morbidity, and fewer 

absences from school or work (25). 

In alignment with our study, reduced bleeding 

incidence and enhanced QoL were key drivers of 

adherence to prophylaxis. Beeton et al. found that 

patients adhered to prophylaxis due to prior 

bleeding experiences and the realization of the 

benefits of factor replacement therapy in 

mitigating severe pain and activity limitations. 

Consequently, prophylaxis contributed to social 

engagement, employment, and increased self-

esteem (26). Khair et al. observed that adolescent 

PwH associated self-infusion and prophylaxis 

adherence with autonomy in treatment 

management. Hoefnagels et al. reported that PwH 

expressed a desire to live as healthily as their 

peers, without the constraints of bleeding, and felt 

secure when their condition did not interfere with 

daily activitie (27, 28). Given the significance of 

joint protection in improving QoL, early self-

infusion training should be encouraged to foster 

patient independence (29). 

Patient feedback following prophylaxis was 

overwhelmingly positive, with improvements in 

QoL and confidence reported. Saxena (2013) 

found that adherence to regular prophylaxis 

ensured stability even in cases of breakthrough 

bleeding (19). Furthermore, Beeton et al. 

observed that prophylaxis significantly reduced 

the incidence of job loss among PwH aged 34–50 

(26). 

Most studies indicate that belief in treatment 

efficacy plays a more substantial role in 

adherence than the presence of symptoms. In a 

study by Remor et al., 81.7% of patients with 

severe hemophilia reported that their treatment 

effectively managed hemophilia symptoms (17, 

30). 

Time constraints emerged as a significant barrier 

to adherence. Remor et al. reported that PwH 

perceived prophylaxis as time-consuming, 

reducing the time available for daily activities (17, 

31).  

Pérez-Robles et al. noted that adherence was 

lower in conditions lacking urgency or requiring 

minimal lifestyle changes (32). Siddiqi et al. found 

that 48.8% of patients neglected prophylaxis, with 

61% expressing indifference toward missed doses 

(33). Age-related differences in adherence were 

also evident; lower adherence was particularly 

noted in secondary prophylaxis, and pediatric 

patients demonstrated higher adherence due to 

family suppor (32). A global study on hemophilia 

centers reported that adherence was highest in 

children aged 0–12 years (59%) but declined 

significantly in adolescents and adults (34). 

Our findings align with previous studies 

emphasizing the role of healthcare professionals 

in improving adherence. Butler et al. found that 9% 

of patients valued hemophilia centers as a crucial 

support system (30, 35, 36). Cheung et al. 

highlighted that communication barriers negatively 

impacted adherence, underscoring the need for 

enhanced patient-provider interactions (8). A 

strong multidisciplinary approach, involving 

physicians, nurses, and pharmacists, has been 

shown to enhance compliance, with reported 

improvements ranging from 17% to 82% (7). 

Additionally, stigma remains a significant 

challenge. Eek et al. reported that PwH 

experienced discrimination at school and in the 

workplace, while Clearfield et al. found that 

patients faced stigma from the public, healthcare 

providers, and close relationship (37, 38). Our 

study supports these findings, showing that 

hemophilia-related limitations, rather than 

predefined social roles, drive the need for 

prophylaxis. Participants highlighted its 

importance in fulfilling personal and professional 

responsibilities. Adherence is influenced by 

treatment efficacy, past bleeding experiences, 

venous access challenges, time constraints, and 

social support. Strategies like improved venous 

access, SC therapies, better patient-provider 

communication, and addressing stigma may 

enhance adherence and QoL in PwH. 

Limitations  

Although qualitative research provides valuable 

insights into specific cases and contexts, it has 

inherent limitations in terms of generalizability. If 

the study were conducted at a different time with 

a different cohort, the findings might vary. 

However, the use of sample saturation in 

qualitative methodologies minimizes study bias. 

While our findings align with previous research, 

the study was limited by the inability to include a 

larger sample size. 
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CONCLUSION 

In light of the findings, it is recommended that 

adherence efforts be directed primarily towards 

adults. The present study identified barriers to 

adherence, including difficulties in accessing 

healthcare, patients' perception of feeling well, 

and healthcare professionals' attitudes. In 

addition, facilitators to adherence were identified, 

including maintaining daily activities, preserving 

physical function, and experiencing bleeding 

symptoms. The relationship between patients and 

healthcare professionals plays a crucial role in 

ensuring adherence to prophylaxis. These results 

underscore the necessity for targeted strategies, 

particularly nursing interventions, to enhance 

adherence in adults with haemophilia. It is 

recommended that future research endeavours 

focus on the exploration of the potential of 

individualised approaches and the efficacy of 

supportive healthcare structures in enhancing 

adherence and mitigating the occurrence of 

complications, such as arthropathy. 
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