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Pain: the voiceless scream In every
haemophilia patient’s life

Masoume Rambod, Farkhondeh Sharif,* Zahra Molazem, Kate Khair

Pain is a major problem in haemophilia patients’ lives. The
perspective of pain in such patients is unique and may
be different from other chronic illnesses. This qualitative
hermeneutic phenomenological study aims to describe
and interpret pain experience of haemophilia patients.
Participants were selected from a haemophilia clinic
affiliated with Shiraz University of Medical Sciences,
Shiraz, Iran. Taking the main theme, “pain: the voiceless
scream in every moment of haemophilia life”, with two
subthemes, “a life full of pain” and “describing complex
pain quality”, data was collected using semi-structured
in-depth interviews and field notes, and thematic
analysis conducted using van Manen’'s methodological
framework for reflective hermeneutic interpretation.
The findings indicated that pain always accompanied the
lives of haemophilia patients. Participants experienced
acute intense pains, accompanied by bleeding, which
were described as “terrible”, “severe”, “intolerable”
and “unbelievable”. As joints became damaged over
time, participants experienced persistent pain that was
“continuous” and “constant”. Participants also coped
with ever-present pain in immobile joints, described as
“intense”, “annoying” and “intolerable”. This qualitative
study shows that pain is present throughout haemophilia
patients’ lives and that they experience different kinds
of pain, demonstrated through various descriptions. By
understanding the experience of pain from the perspective
of haemophilia patients, nurses and healthcare workers
can provide high-quality care focused on their unique
needs.
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Pain is a persistent problem in haemophilia patients’ lives
due to joint bleeding [1]. Pain acts as a warning sign and
protects the affected body area from further damage [2].
Haemophilia patients normally experience acute, recurrent,
and chronic pain [3]. Studies have shown that 15% to >50%
of adults with severe haemophilia suffered from chronic
pain [4-6]. A study by Gringeri et al indicated that 71% of
patients with severe haemophilia had 'some or moderate
pain’, with 4% reported ‘extreme’ pain [7]; while a recent
study by Kalnins et al reported that more than three
quarters of haemophilia subjects experienced episodes
of pain [8]. Chronic and acute pain may affect the lives



Question
Tell me about your pain?

2 What is the meaning of pain in a haemophilia
patient’s life?
3 What is pain like in living with haemophilia?
4 When you hear the word “pain in haemophilia“, what
did you think about or what comes to your mind?
5 Tell me a story of when you had pain

Table 1: Interview guide

of haemophilia patients’; joint stiffness, loss of range of
motion, and decreased function are also associated with
chronic synovitis and advanced arthropathy [9].

Despite its high prevalence and the complications
associated with pain in haemophilia patients, no disease-
specific definitions of pain or evidence-based guidelines
regarding its assessment and management are available
[5]. Witkop et al indicate that the most frequently reported
words for acute pain were ‘throbbing, aching, sharp, tender,
and miserable’, while for persistent pain, they were ‘aching,
nagging, tiring, sharp, and tender’ [10]. Van Genderenet
al also describe patients reporting pain as ‘nagging’, ‘stiff’,
‘annoying’ and ‘moderate’ [11].

Although there have not been many studies of pain in adult
patients with haemophilia in recent years, those undertaken
have used quantitative study design [4,10,12]. However,
quantitative studies do not adequately demonstrate the
pain experience of haemophilia patients. Moreover, so
far, no qualitative studies have been conducted on pain
experience in this population, and the qualitative description
of pain in haemophilia patients is therefore not clear. Lack
of understanding of the meaning of pain in haemophilia
patients is a barrier to appropriate clinical care and clinical
research.

This qualitative hermeneutic phenomenological study
aims to describe and interpret pain experience among
haemophilia patients, based on answers to the question
“What is the haemophilia patients’ experience of living with
pain?”

Methods

Study settings and samples

The study was conducted in the haemophilia centre at
Dastgheib Hospital, which is affiliated with Shiraz University
of Medical Sciences, Shiraz, Iran. The target population
consisted of mild, moderate and severe haemophilia patients
(A or B), aged 18 years old or above, who were Persian-
speaking, had known experience with the phenomenon
under study (haemophilia pain), had been diagnosed with
haemophilia at least 6 months previously, were cognitively
able to give information, and were alert and oriented.

Variables n (%)
Age mean (SD) 2842 (5.65)
Gender
Male 1(7.14)
Female 13 (92.85)
Treatment regimen
Prophylaxis 0 (0.0)
On-demand 14 (100)
Haemophilia severity
Severe 9 (64.28)
Moderate 2 (14.28)
Mild 3(21.42)
Haemophilia type
A 13 (92.85)
B 1(7.14)
Painful regions
Knee 11 (78.58)
Ankle 4 (28.57)
Elbow 5(35.71)
Femur 2 (14.29)
Wrist 1(7.15)
Shoulder 1(7.15)
Spine 1(7.15)
Number of painful joints
1 3(21.43)
2 5(35.71)
3 3(21.43)
4 0 (0.0)
5+ 3(21.43)
Arthropathy
Yes 12 (85.71)
No 2 (14.29)

Table 2: Socio-demographic characteristics of study
participants

Subjects diagnosed with cognitive impairments and those
suffering from untreated mental illness and other genetic
diseases were excluded from the study.

Participants were initially recruited using convenience and
purposeful sampling. Non-probability snowball sampling
was also used, whereby early sample members were asked
to refer other patients who met the eligibility criteria.

Data collection and analysis

Data collection was performed from March 2014 to April
2015 using a socio-demographic characteristics form,
interviewing and field notes. Semi-structured, in-depth
interviews using question probes were employed to elicit
the lived experience of pain in haemophilia patients, starting
with the question "What has been your experience of pain
while living with haemophilia?” The full list of questions is
presented in Table 1. Interviews were conducted in a quiet,
private room in the haemophilia ward at Dastgheib Hospital,
and lasted for approximately 30-60 minutes. All interviews
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were digitally audio-taped and transcribed for use in data
analysis; the transcripts were imported into the MAX.QDA
qualitative software package (2010). The researcher’s field
notes on conversations with the participants were used as a
secondary data source.

Data analysis started with the first interview and was
performed simultaneously with data collection. Analysis
was conducted wusing van Manen’'s (1990) six-step
methodological framework for reflective hermeneutic
interpretation and involved:

Turning to a phenomenon which seriously interests and

commits us to the world;

Investigating experience as we live it rather than as we

conceptualise it;

Reflecting on the essential themes which characterise the

phenomenon;

Describing the phenomenon through the art of writing

and rewriting;

Maintaining a strong and oriented pedagogical relation to

the phenomenon;

Balancing the research context by considering parts and

the whole [13].

The essence and meaning of the pain phenomenon were
identified using thematic analysis guided by van Manen’s
‘meaning-giving’ approach [14]. The researchers made use
of holistic sententious, selective/highlighting, and detailed/
line-by-line analysis techniques. Conducting thematic
analysis in this way enabled the extraction of themes, which
started broad and then became more specific [14].

Ethical considerations

The study was approved by the Ethics Committee of Shiraz
University of Medical Sciences. The study's objectives,
interviewing procedures, and the participants’ involvement,
benefits, risks, confidentiality and anonymity were explained
in writing in an informed consent form. Consent was also
gained for the digital audio-taping of the interviews.

Rigour

The trustworthiness of the data collected was approved
using Lincoln and Guba's (1985) criteria of credibility,
transferability, dependability and confirmability [15].
Purposeful sampling, referral adequacy, peer debriefing
and member checks were performed in order to increase
credibility; an audit trail was used to enhance dependability
and confirmability. In order to facilitate transferability,
purposeful sampling was used and participants were
selected from different areas of Fars Province.

Results

Socio-demographic characteristics

Of 390 haemophilia patients identified, 14 adult haemophilia
patients participated in this study. The participants’ socio-
demographic characteristics are presented in Table 2. The
mean age of the participants was 28.42 (SD=5.65) years; 13
subjects were male and one was female. The majority of
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participants had severe (64.2%) type A (92.8%) haemophilia.

Pain: the voiceless scream in every moment of haemophilia
patients’ lives

Throughout the process of analysis, the main theme was
“pain: the voiceless scream in every moment of haemophilia
patients’lives”. There were two subthemes: “a life full of pain”
and “"describing complex pain quality”. These subthemes
are described in detail as follows.

A life full of pain

Pain accompanies the lives of haemophilia patients from
childhood, and in some cases even from birth. Most of
the participants in the study experienced pain throughout
the stages of growth and development, and at any hour of
the day. Only two participants, who were born after factor
became available in Iran, reported that their pain started
from adolescence and has continued. All participants
maintained that pain occurs in various parts of the body (e.g.
knee, ankle, shoulder, femur, elbow, wrist) and, moreover,
that the pain fluctuates.

Regarding the tangibility of pain in life, Participant 8 stated,
“Pain is not a strange thing. It's something we've had since
childhood. We have it in our lives.”

Participant 14 referred to consistency of pain in his life:
"Always, | constantly have pain. Believe me, whenever
| can remember, | had pain. I've suffered from pain from
childhood. Knee pain. Haemophilia is a pain, a pain that is
always with you ... These pains are the thing that will not be
finished. It is with us until the end of life.”

Concerning the onset of pain at any time and the
unpredictable and irregular characteristics of pain,
Participant 8 said, “The pain suddenly starts at night or
midnight ... Last week, | was asleep. When | got up in the
morning, | felt that | had elbow pain. You know, | had no
pain when [ slept at night or on the previous day."

Participants remembered every pain during their growth
and developmental stages. Participant 7 stated, "Many
areas of my body, such as elbows and knees, have been
painful since childhood ... | also had pain in middle school;
| remember that my ankle bled so much. | had pain in this
area and | went to school with a cane ... When | was a little
older, my knees hurt. | frequently went to the hospital and
came back home ... | have had pain from childhood up to
now.

Describing complex pain quality

Participants described their pain based on frequency or
duration (acute, persistent and ever-present, related to
the immobility of joints). According to their descriptions,
pain intensity ranged from mild ("aching”, “tolerable”) to
extremely intense pain (“terrible”, “severe”, “intolerable” and
“unbelievable”). The quality of acute pain related to bleeding



was described as intense; at first, it was "hot” and with
“tingling”, and it gradually increased until it was “terrible”,
“severe”, “intolerable”, “unbelievable”’, and “worse than heart
attack pain”.

Describing intense knee pain related to bleeding during
adolescence, Participant 9 stated, “If you have experienced
Jjoint pain, it's too bad. It was unbelievable, it was worse than
heart pain or everything worse. | twisted like a snake due to
the severity of pain. The pain was intense. | was crying from
the pain at nights.”

Similarly, regarding recent intense pain accompanied
by bleeding, Participant 3 maintained, "When bleeding
occurs, the pain is so much that | want to scream.” Other
participants reported acute pain related to bleeding as “a
fire that is flaring gradually”, “bursting of the joint”, "being
shot”, “a feeling of imminent explosion in the joint’, and
“pain within the limbs”. They also stated that the intensity
of pain in childhood, when factor was not available, led to
a tendency to scream, being impatient, being restless, and
crying throughout the night.

Concerning the quality of pain related to bleeding when
factor was not available, Participant 13 said, “It [the pain]
was terrible. It was similar to an explosion ... Because the
swelling has gradually increased and bleeding is happening
under the skin, every hour [the pain in] that area is triggered
and you are under pressure ... It seems that it's bursting
inside.” Participant 11 described pain in this circumstance
as being “like a man who has been shot with ten bullets in
his leg, like being shot, or worse ... | couldn’t put my feet on
the ground.”

The second description of frequency or duration of pain
was persistent pain that occurred in previous bleeding sites
as a result of damage to joints. Participants described this
pain as mild to severe, “continuous”, “constant”, “persistent”,
and “infinite pain” that was insufficiently treated.

Participant 7 stated, “I always have pain during walking,
persistent and tolerable pain in my ankle and foot. So many
years it has remained with me, for years.”

Describing continuous, constant pain, Participant 1, who
had bleeding in the right knee three years previously and
joint damage, said, “My knee hasn't returned to normal; |
still have problems with it. | mean, if | want to run, I'll have
pain. At night, when | want to sleep, it has pain. When |
wake up, my joint has stiffness and pain ... It has pain all the
time."

Participant 7 also described the intense, persistent pain in
his damaged left elbow: “/ have pain, | always have persistent
pain, continuously. Now that | am speaking with you, now |
have pain. | feel sharp pain from my elbow to my fingertips.”

© Shutterstock Inc.

The third description of frequency or duration of pain was
the pain that was ever-present after short- or long-term
immobility of joints. This intense, annoying and intolerable
pain occurred after rest and immobility, and gradually
relieved with mobilisation of the limbs. Participants
explained this pain as being “like putting a bone in the foot”,
“dislodging of something from the bone”, and "immediate,
short-term, and sharp pain”.

In this respect, Participant 8 maintained, "When | rest
for only for four to five hours, my joints become fixed and
painful and if | want to move | have severe pain ... When
| put my feet on the ground, | had pain, intolerable pain.
There is much pain. | need at least ten minutes [to be able
to start moving]. | have to move my feet slowly so that they
return to their original state. My pain slowly decreases and
the joint becomes smooth, and then | have no pain.”
Participants revealed that pain before the availability of
factor was prolonged and intense. Participant 7 recounted,
"At night or midnight, pain was started... Because those
times there was no factor, | had to go to the hospital the
next morning. So, we had to use cryo [cryoprecipitate] that
needs time to be prepared. So my pain was there for a long
time.”

Once factor became available, the duration and severity
of pain decreased. In fact, factor was considered as pain
relief or analgesic. Moreover, participants maintained that,
when in acute pain, they adhere to treatment regimens
such as infusion of factor because it provides pain relief,
and prevents pain and bleeding complications. In this
respect, Participant 13 stated, "As the pain started, | got
the factor. Then, | did my daily routine. That day, the pain
was intangible. | didn't have any problems. If | use it [factor]
soon, we can solve the problem quickly, so later it does
not have bad effects on the joint and | will not have limited
mobility and severe pain.”
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Discussion

In response to the question "What is the haemophilia
patients’ experience of living with pain?” the results of this
study indicate that pain is a common component of the
lives of haemophilia patients.

Participants in the study had experienced pain during
growth and developmental stages, from childhood and
throughout adultlife, a finding which is consistent with other
recentstudies. Painis a known complication in haemophilia,
often starting at a young age as a result of joint bleeding
[3]. Kodra et al report that pain is present throughout a
haemophilia patient’s life, and that approximately 75% of
adult patients with haemophilia had quality of life problems
associated with pain and discomfort [16]. In the study by
Kalnins et al, 86% of haemophilia subjects experienced
episodes of pain [8].

In the current study, pain occurred in various parts of
the body (knee, elbow, ankle, shoulder, wrist, femur, etc.).
Previous research has indicated that more than 50% of
haemophilia patients had painful joints [6], and that joint
pain was the most severe type of pain (92%) [8].

Participants in our study described the acute pain
related to bleeding as “terrible”, “severe”, “intolerable”, and
“unbelievable”’; like “a flaring fire”, "bursting”, “being shot”
and “imminent explosion”; and led to a tendency to scream,
impatience and restlessness. Although this has not been
explained in any qualitative studies, Witkop et al showed
that the most frequently-reported words for acute pain in
haemophilia patients were “"throbbing”, “"aching”, “sharp”,
“tender” and "miserable” [4,10]. In research by Hilberg et al,
pain was most commonly described as “sharp”, followed
by “tugging”, "pressing”, "hot” and "dull” [12].

In the present study, participants repeatedly revealed that
they had persistent pain. Arecent report on the HERO Study
(Haemophilia Experiences, Results and Opportunities)
stated that 38% of participants with haemophilia A and
42% of those with haemophilia B indicated chronic pain
[17]. In another recent study by Mclaughlin et al, one
third of adolescents and young adults with moderate or
severe haemophilia showed chronic pain [18]. Moreover,
in a European study of 6,000 haemophilia patients, 35%
of adults and 8% of children had chronic pain [5]. Chronic
or persistent pain is a pervasive problem in haemophilia
patients’ lives [1].

Persistent pain was defined in the current study as pain
that is continuous and constant. In some participants,
this kind of pain was described as sharp, whilst others
reported it as being tolerable. Furthermore, our study
results demonstrated that the severity of persistent pain
fluctuated and was insufficiently treated by analgesia, rest,
ice, compression, elevation and factor. Persistent pain
related to previous bleeding may always be present and
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may not diminish completely, even if sufficient haemostasis
is achieved with factor administration [2].

One type of pain described by participants was the ever-
present pain caused by immobility of joints. This was
described as intense, annoying and intolerable. A quality of
life analysis of data collected in the HERO Study indicated
that 50% of adults with all severities of haemophilia
experienced constant pain [19].

The findings of our study indicated that factor reduced
the severity of pain. Thus, participants adhered to their
treatment regimen because they recognised that factor
acted as an analgesic and prevented pain and bleeding
complications. A study of children and adolescents with
bleeding disorders in three centres in London and lIran
indicated that over 79% of participants used factor for
pain relief. Moreover, 100% of Iranian participants injected
factor as a strategy for pain relief [20]. McLaughlin et al
reported that better adherence to a prescribed treatment
regimen is related to the reduction of chronic pain among
adolescents and young adults with moderate or severe
haemophilia [18]. Clotting factor is the key to effective
haemophilia management [21]. Consistent with our
study, a qualitative study of health-related quality of life in
people with haemophilia by Beeton at al reported that the
availability of factor reduced the incidence and severity of
bleeding episodes, also giving patients freedom to live a
normal life, enabling them to make plans and look to the
future [22].

Overall, this qualitative study provided useful information
about the nuances of pain and quality of pain in adult
haemophilia patients. Nurses and healthcare workers
enquire about and listen carefully to patients’ stories about
their pain. Only by understanding the pain experience of
haemophilia patients from their own perspective can nurses
provide high-quality care focused on patients’ unique
needs. Moreover, they can reduce the complications of
haemophilia and pain over time by providing patients with
support, especially during periods of acute bleeding/pain.
Further research is required to explore the lived experience
of coping with pain coping, as well as the psychosocial and
physical challenges of pain experienced by haemophilia
patients.

Limitations

As with other qualitative studies, this study had some
limitations. These limitations consisted of generalisation
of the results and a small sample size. Future research
in this area should therefore examine whether the
findings obtained from lIranian haemophilia participants
are applicable to the wider haemophilia population.
Participants’ access to treatment in the past may also have
a bearing on the results of this study.



Conclusion

The findings of this qualitative study indicate that pain is
a common problem in the lives of haemophilia patients.
Acute intense pain that is “terrible”, “severe”, “intolerable”
and “unbelievable” occurred after bleeding. As joints
became damaged, patients experience persistent pain,
which was continuous and constant. Additionally, they
must cope with the ever-present pain of immobile joints,
described “intense”, "annoying” and “intolerable”. Thus,
nurses and healthcare providers must strive to help
the patients with haemophilia deal with pain, as one of
the greatest challenges of living with haemophilia, to
improve their quality of life.
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