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The symposium focused on issues around surgery,
ovulation bleeding, quality of life and pelvic pain

in women with bleeding disorders. Surgery:

Young women with congenital bleeding disorders,
especially those with severe forms, are more likely to
experience gynaecological and obstetric disorders
than unaffected women. Surgery may be required to
manage heavy menstrual bleeding (HMB), ovulatory
bleeding, endometriosis and delivery. Major surgery
should be undertaken only in hospitals with a

haemophilia centre and 24-hour laboratory capability.

Correction of haemostasis, either by desmopressin,
coagulation factor or platelet transfusion, is essential
for a successful outcome of surgery. Management

of pregnancy requires a multidisciplinary approach;
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the mode of delivery is based on the consensus of
gynaecologist and haematologist, and with respect
to the patient s diagnosis. Ovulation bleeding:
Women with bleeding disorders are at risk from
excessive gynaecological bleeding associated

with menstruation, ovulation, pregnancy and
delivery. Ovulation bleeding is associated with the
rupture of ovarian cysts and causes abdominal
pain; complications include haemoperitoneum,
fertility problems and ovarian torsion. Management
includes hormonal and haemostatic therapies, in
combination if necessary, and surgery as a last resort.
Current management is based on experience in a
relatively small number of cases and more clinical
data are needed. Health-related quality of life: In
addition to experiencing joint and tissue bleeds,
women experience psychosocial and medical issues
associated with menstruation, pregnancy, labour
and delivery. Menorrhagia has the greatest impact,
and is associated with impaired HRQoL in almost
all and dissatisfaction with the burden of treatment.
There is a need for focused psychosocial support
and a specific tool for the assessment of HRQoL

in women with bleeding disorders. Pelvic pain:
Gynaecological causes of pelvic pain in women
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with bleeding disorders include dysmenorrhoea,
mid-cycle pain, bleeding into the corpus luteum
and endometriosis. There is no correlation between
bleeding tendency and endometriosis severity;
however, screening for a bleeding disorder should
be considered. Pharmacological management may
be hormonal or non-hormonal. Gonadotrophin-
releasing hormone agonists offer an alternative to
surgery for women with severe bleeding disorders
who have endometriosis. Paracetamol is the
preferred early analgesic option. Endometrial
ablation controls heavy bleeding and pelvic pain
but is not recommended for women with large
fibroids or a large endometrial cavity. Hysterectomy
is an option of last resort. Education for health
professionals should include raising awareness
about the management of pain in women with
bleeding disorders.

Keywords: Women with bleeding disorders, von
Willebrand disease, factor VIl deficiency, surgery,
Slovakia, ovulation bleeding, health-related quality of
life, pelvic pain, patient experience

SURGERY IN WOMEN WITH VON WILLEBRAND
DISEASE OR FACTOR VII DEFICIENCY

he recorded prevalence in Slovakia of von

Willebrand disease (VWD) and, in particular,

factor VIl deficiency is among the highest in

the world . Gynaecological problems are
more common among young women with VWD and
other bleeding disorders than unaffected women 23,
Women with a bleeding disorder may need to undergo
surgery for menorrhagia (dilatation and curettage,
endometrial ablation, hysterectomy), ovulatory
bleeding and endometriosis (laparoscopy, laparotomy,
oophorectomy), and during delivery (Caesarean
section). Women with VWD may also require surgery
for gastrointestinal bleeding.

Treatment options
In women with VWD haemostasis can be achieved by
administration of desmopressin or by von Willebrand
factor (VWF) replacement. Non-replacement therapy
with desmopressin results in release of endogenous
VWF and secondary increase of FVIII. Responsiveness to
desmopressin is assessed by measuring VWF and FVIII
activity 60 minutes and four hours after administration.
Monotherapy with desmopressin is appropriate only for
persons with less severe forms of VWD and some basal
production of VWF (Type 1 and some with Type 2A and
2N); it is ineffective in Type 3 and contraindicated in
Type 2B VWD. Tachyphylaxis occurs after two to three
days’ continuous use, meaning that desmopressin is
not suitable for longer term use. Some people may
not tolerate desmopressin; adverse effects include
flushing, fluid retention (fluid restriction is necessary),
hyponatraemia and headache. Desmopressin should
be avoided in children aged under two years and
older people with cardiovascular disease. Patients
unresponsive to desmopressin, and those undergoing
major surgery or who are at risk of bleeding for a period
longer than three days ¥ should receive replacement
therapy. Currently, VWF concentrates derived from
human plasma containing VWF/FVIII complex or
pure VWF are available; recombinant VWF is under
development. Longer term use of products with high
FVIII content may lead to an undesirably high level of
FVIII and risk of thrombosis.

Women with VWD should undergo major surgical
procedures in hospitals with a haemophilia centre
and 24-hour laboratory capability. The surgical
team should include a haematologist and surgeon
experienced in the management VWD, and there must
be good communication between these specialists.
VWEF and FVIII should be monitored regularly during
and after the procedure. The initial target for FVIII:C
and VWF:RCo in women undergoing major surgery
is >100 IU/dL; postoperatively the levels should be
maintained at >50 |U/dL for >7-10 days. The risk

Table 1. Dosage and monitoring recommendations for patients with VWD undergoing surgery 467

Loading dose VWF:RCo
Target level for surgery
Maintenance dose VWF:RCo

Sustained post-OP troughs of VWF:
RCo and FVIII

Monitoring FVIIl and VWF:RCo
Safety parameter

40-60 1U/kg
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VWEF: RCo and FVIII 100 1U/dL
20-40 IU/kg every 8—24 hours
>50 IU/dL for 7-14 days

troughs and peaks daily
VWF:RCo <200 and FVIl1<200-300 1U/dL

30-60 IU/kg

VWEF: RCo and FVIII >80 1U/dL
20-40 IU/kg every 12—-24 hours
>50 IU/dL for 3-5 days

trough and peak at least once
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Figure 1A. Obstetric and gynaecological-related surgeries in women with VWD in Slovakia, 1998-2018
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Figure 1B. Obstetric and gynaecological-related surgeries in women with FVII deficiency in Slovakia 1998-2019

of perioperative thrombosis can be minimised by
maintaining VWF:RCo<200 IU/dL and FVIII <250 1U/
dL®. Table 1 summarises published recommendations
for dosage and monitoring in patients with VWD
undergoing major or minor surgery 457 Anticoagulation
during replacement therapy should be considered

for patients at high risk of thrombosis ™. In women
with FVII deficiency and other rare bleeding disorders
surgical procedures are performed under the missing
coagulation factor or platelets replacement. Adjuvant
therapy to promote haemostasis in women suffering
from gynaecological problems includes fibrinolysis
inhibitors (tranexamic acid) and hormonal therapy. In
some surgical procedures also topical agents such a
fibrin glue may be used.

Surgical experience in Slovakia

At the National Haemophilia Centre in Bratislava,
Slovakia, 276 surgical procedures (113 major) were
carried out in 125 persons with VWD (80 women)
between 1998 and 2018. There were 47 procedures
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for gynaecological and obstetric indications (Figure
1A). Consumption of VWF was greater for major than
minor procedures, and greater and of longer duration
in patients with a more severe bleeding disorder (rank
order Type 1 < Type 2 < Type 3). Continuous infusion
of VWF/FVIII concentrate used in five patients (four
women) with VWD has been shown to maintain
haemostatic levels of FVIII:C, vWF:Ag and vWF:Rco
adequate for postoperative period .

In the same period, 209 procedures (112 major) were
carried out in 98 people (70 females) with congenital
FVII deficiency. Ninety-eight procedures were
performed in patients with severe FVII deficiency (FVII
<2 IU/dL). Of 29 gynaecological or obstetric surgeries,
20 entailed hysterectomy+/- oophorectomy, and nine
were procedures for other gynaecological or obstetric
indications (Figure 1B); 16 procedures were performed
in women with severe FVII deficiency. Either plasma-
derived FVII or recombinant FVlla were employed for
factor replacement. Due to a short FVII half-life (four to
six hours) FVII concentrates were administered every
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six hours on days 1-4, reducing to every eight hours
on days 5-7, and 12-hourly on days 8-10 in patients
undergoing major surgery.

Delivery in women with bleeding disorders

The management of pregnancy and delivery requires
a multidisciplinary approach and a management plan
for delivery. Clotting factor levels should be measured
in the third trimester of pregnancy (at 32—-34 and

36 weeks' gestation). An adequate stock of factor
concentrates should be ordered beforehand.

Prior to delivery, coagulation should be checked
and factor level corrected to >50 |U/dL to cover
regional anaesthesia and vaginal delivery. Vacuum
extraction, forceps, foetal scalp electrodes and foetal
sampling should all be avoided. Caesarean section
should be considered at an early stage in the case of
complications.

Some obstetricians recommend elective Caesarean
section. The advantages of this approach include the
ability to plan delivery and avoid an emergency section,
a possibly lower risk of intracranial haemorrhage, and a
lower risk of complications such as pelvic floor damage.
Arguments against Caesarean section include marginal
benefits compared with uncomplicated vaginal delivery,
the need for surgical intervention, postoperative risk
of thrombosis, an increased risk of placenta praevia
and accreta, and Caesarean section requirement in
subsequent pregnancy.

Replacement therapy for delivery should continue
for five to six days. Each neonate should have an
ultrasound scan to assess possible intracranial damage.

Summary

Today, any surgical procedure can be safely performed
in a woman with a bleeding disorder with adequate
preparation and suitably experienced personnel.
Although there is a higher risk of surgery for
gynaecological pathology, the types of procedures
carried out in women with bleeding disorders are
similar to those in the population as whole. All major
surgery should be carried out in a unit with access to
a treatment centre for bleeding disorders; only minor
surgery can be performed in a regional hospital with the
support of experienced specialists.

OVULATION BLEEDING IN WOMEN WITH A
BLEEDING DISORDER

Ovulation bleeding is associated with the rupture of
ovarian cysts, and occurs during the second week
of the menstrual cycle, a time when cyclic variation
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Ovulation bleeding occurs in up to 30% of women, but women
with bleeding disorders are at risk from excessive bleeding. In
a normal menstrual cycle, ovulation occurs during the second
week, coinciding with a trough in the cyclic variation of von
Willebrand factor.

causes a trough in VWF activity . (This cyclic variation
in VWF is dampened in women taking a combined

oral contraceptive.) Ovulation bleeding is also
associated with abdominal pain. Complications include
haemoperitoneum and fertility problems; large ovarian
cysts may cause ovarian torsion.

Case studies

CASE 1

A 32-year-old woman with severe Type 1 VWD
(VWF:RCo <15%, factor VIl 70%) underwent
hysteroscopic removal of a missed abortion at six
weeks’ gestation in 2012. In 2014, she gave birth
to a son; the delivery was uncomplicated and
managed with tranexamic acid, desmopressin
and uterotonics. In 2019 she presented to her
GP with acute abdominal pain and was admitted
as an emergency to the nearest hospital. Her
haemoglobin level was 7.4 mmol/dL. The
gynaecologist diagnosed ovulation bleeding and
contacted the haemophilia treatment centre 12
hours later. She received three doses of VWF/
factor VIII complex (Humate P). Despite this, her
haemoglobin level was found to have fallen to
approximately 6.1 mmol/dL. On the following
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day, she underwent abdominal surgery with
cover from VWF/factor VIIl complex 12-hourly. A
blood clot was removed from one ovary and the
bleeding site was coagulated.

CASE 2

A 41-year-old woman with mild haemophilia
A (factor VIII 30%, low VWF and platelet
dysfunction due to medication) had two
children at age 20, both deliveries were
uncomplicated. In 2018, she underwent
hysterectomy for heavy menstrual bleeding

as she could not tolerate hormonal therapy.
The outcome of surgery was complicated

by infection, vaginal bleeding and bladder
atonia, which she continues to manage with
catheterisation. She experienced monthly
midcycle abdominal pain for which she self-
treated with VWF/factor VIII complex when
self-testing confirmed ovulation had occurred.
In 2019, she was admitted to hospital with
owvulation bleeding that occurred after a double
ovulation, she was too ill to self-treat. The
gynaecologist was initially doubtful that she
needed treatment with a clotting factor, but
she was successfully treated with VWF/factor
VIl complex. She is now considering hormonal
treatment despite having had a hysterectomy.

Discussion

Several case reports of ovulation bleeding have been
published %7 Surgery, including in some cases
oophorectomy, was usually but not always necessary
in addition to medication to control bleeding. One
published case report of a 35-year-old woman with
Glanzmann's thrombasthenia describes the serious
challenge of stopping bleeding *®. She had experienced
recurrent corpus luteum rupture since 2004 and

had twice undergone surgery. Attempts to control

her bleeding included treatment with the combined
oral contraceptive, on-demand platelet transfusion,
oral tranexamic acid, recombinant factor Vlla and
leuprorelin acetate. In 2010, she was admitted to
hospital with abdominal pain, tenderness and distention
associated with intra-abdominal bleeding due to corpus
luteum rupture. Bleeding was not controlled by almost
24 units of platelet concentrate, 90 pg/kg rFVila two-
hourly and massive red blood cell transfusions. Surgery
was therefore impossible, but bleeding was eventually
controlled by paracentesis and intraperitoneal

infusion of tranexamic acid. She slowly improved
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over the next two months, but was readmitted three
months later with abdominal distension and poor
nutritional status. There was no alternative to surgery
covered by plasmapheresis, factor Vlla and platelet
transfusion. Nine litres of fluid were drained from a
giant haematoma, and total abdominal hysterectomy
with bilateral salpingo-oophorectomy was carried out.
Histological examination revealed a haemorrhagic
ovarian cyst, granulation tissue on the cyst wall,
haematoma and endometriosis in the uterine serosa.

More usually, ovulation bleeding can be controlled
medically. Measurement of luteinising hormone can
be useful when investigating recurrent mid-cycle pain.
Treatment options include pain management and the
combined oral contraceptive to suppress ovulation.
The levonorgestrel-releasing intrauterine device
Mirena does not prevent ovulation and therefore will
not prevent bleeding. Non-hormonal options include
dual therapy with desmopressin and oral tranexamic
acid ¥, Clotting factor can be used on demand or
when ovulation is expected; prophylaxis is a further
option. Surgery, including oophorectomy, is indicated
when pharmacological interventions fail to control
bleeding and cophorectomy.

In conclusion, there is a need to educate women
with bleeding disorders about the importance of
seeking advice from their treatment centre if they
experience mid-cycle pain. Treatment should aim
to suppress ovulation, but timely clotting factor
replacement is indicated for women contemplating
pregnancy. Surgery should be reserved until medical
management is exhausted; however, if hysterectomy
is under consideration to control heavy menstrual
bleeding, women with ovulation bleeding may also
consider ovariectomy. Current management is based
on experience in a relatively small number of cases and
more clinical data are needed.

QUALITY OF LIFE IN RELATION TO
GYNAECOLOGICAL BLEEDING

Many women with a bleeding disorder are
undiagnosed, misdiagnosed or untreated. The lack of
awareness around women with bleeding disorders adds
to their sense of isolation. Women, like men, experience
joint and tissue bleeds; however, unlike men, they also
have psychosocial and medical issues associated with
menstruation, pregnancy, labour and delivery. Having

a bleeding disorder means that a woman'’s experience
of these events is different from that of their peers,

but they commonly face a lack of adequate support

in all aspects of their lives, including their families, the
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healthcare system and employers. Without appropriate
and sensitive intervention, the issues experienced by
women experiencing psychosocial difficulties can
result in undesirable emotional and physical outcomes.
Initiatives such as the National Hemophilia Foundation’s
‘Victory for Women' (VAW / victoryforwomen.org) in
the United States are aimed at addressing some of the
critical issues faced by women with bleeding disorders.
Menorrhagia has the greatest impact on women
with bleeding disorders, affecting family life, work
life, physical and psychological health and social life,
and raising practical difficulties. It is estimated that 18
million women worldwide consider their menstrual
bleeding to be excessive and 10% of these meet the
criterion for menorrhagia **.. Perhaps 90% of cases
of menorrhagia are associated with an underlying
bleeding disorder, which is undiagnosed in 5-247% of
women and 5-36% of adolescents ?%. The prevalence
of menorrhagia in women with VWD is 74-92% 21, 58%
of women with VWD say that menorrhagia is the most
frequent type of bleeding they experience 2. Improving
health-related quality of life (HRQol) is an important
goal in the management of menorrhagia, and in
women with bleeding disorders, assessing their HRQoL
would help to better understand what life is like for

them, identify specific healthcare needs and treatment
strategies, and deliver appropriate care. Menorrhagia
is often present from the onset of menarche, but the
diagnosis of a bleeding disorder is often delayed until
women are in their thirties — in one series of women
with VWD the median delay was 16 years?® — and
delayed diagnosis affects HRQoL.

Women with VWD who have pain during
menstruation report impaired HRQoL in almost all
domains compared with those who report no or little
pain. In one Swedish study of women with VWD (13%
Type 3), half had heavy periods but almost all perceived
limitations on life activities due to menstruation
(Figure 2) and scored lower than the general population
for the domain ‘bodily pain’'?4. There is wide overlap
between different types of VWD in their impact, but
Types 2 and 3 tend to be associated with greater
impairment. Endometrial ablation has been shown to
improve HRQoL for women both with and without a
bleeding disorder 25281,

There is strong evidence that HRQoL is impaired by
having a bleeding disorder, and accurate knowledge of
the impact of menorrhagia on HRQoL would help to
both individualise treatment and assess the magnitude of
any change ?”.. A study of women with heavy or irregular
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Figure 2. Impact of heavy menstrual bleeding on overall life activities in women with von Willebrand disease (% affected, n=22) %3
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uterine bleeding identified important themes, including
bleeding-associated pain, self-consciousness, social
embarrassment and ritual-like behaviour — however,
they also reported that, when answering questions
about bleeding and quality of life, the questions failed to
go into enough depth to adequately characterise their
experience 8. Other studies have looked at HRQoL in
women with bleeding disorders using questionnaires
including general health daily activities, dysmenorrhoea,
quality of life during menstruation %, and more
specifically at the impact of menstruation in women and
with bleeding disorders on the activities of daily living
and lifestyle B%1. However, some studies have not used
validated instruments to measure HRQoL. Studies such
as WisH-Qol in France, a five-year prospective study of
HRQol and treatment satisfaction in people with VWD,
show the value of using a disease-specific HRQoL
questionnaire ?. An interim analysis of 140 participants
(95 female) showed that women of childbearing age
reported HRQoL impairment associated with their
treatment, their attitude to VWD and their hopes of

the future. They also reported dissatisfaction with

their treatment burden. However, while the validated
VWD-specific HRQoL questionnaire includes the
specific dimension ‘'menstruation’ for women 2, there
is no validated instrument to specifically assess the
impact of menorrhagia on HRQoL in women with a
bleeding disorder.

In conclusion, there is growing interest in the
impact of bleeding disorders on HRQoL in women
with bleeding disorders, and evidence shows that
HRQoL in women with bleeding disorders is generally
impaired due to menorrhagia. A number of generic
instruments are available for the assessment of
HRQoL, but disease-specific evaluation of HRQoL
and treatment satisfaction enables deeper insight into
patients’ experience, their perception of wellbeing
and their specific healthcare needs. To best support
women with bleeding disorders in their HRQoL and
the challenges they face, psychosocial programmes
should be made available to address critical issues and
provide support. Most HRQoL studies in women with
bleeding disorders have used generic instruments;
there is a need to develop a specific tool with greater
discriminatory power.

PAIN MANAGEMENT IN WOMEN WITH RARE
BLEEDING DISORDERS - FOCUS ON PELVIC PAIN
Pain can be defined as an unpleasant sensory and
emotional experience associated with actual or
potential tissue damage. Pain perception is influenced
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by psychological factors such as stress and anxiety and
moderated by attention and distraction. It is therefore
highly variable and unique. Acute and chronic pain may
occur simultaneously.

Pelvic pain in women with bleeding disorders
Gynaecological causes of pelvic pain in women with
bleeding disorders are more frequent than in the
general population, such as dysmenorrhoea (reported
by 50-86%), mid-cycle pain due to ovulation bleeding
and peritoneal irritation (30-74%), and bleeding into the
corpus luteum (7-14%); and others that occur with a
similar frequency, such as endometriosis (2—10%) 12033,
However, although endometriosis is not more prevalent
among women with a bleeding disorder, the diagnosis
is made more frequently in this group because they are
more likely to come to medical attention.

The bleeding associated with endometriosis deposits
is exacerbated by primary haemostatic defects, causing
more pain. Endometriosis is associated with increased
platelet count (due to chronic inflammation) and
abnormal platelet aggregation. There is no correlation
between bleeding tendency and endometriosis severity,
but it is recommended that screening for a bleeding
disorder should be considered for women diagnosed
with endometriosis 1*3.

Pain management
Interventions to manage pain may be non-
pharmacological, pharmacological or surgical. None of
the non-pharmacological options (including cognitive
behaviour therapy, physiotherapy, acupuncture and
hypnosis) are supported by evidence of effectiveness.
Pharmacological approaches may be hormonal
or non-hormonal. Hormonal options include the
combined oral contraceptive (COC), the levonorgestrel
intrauterine device Mirena, progestogens,
gonadotrophin-releasing hormone agonists (GnRHAs).
It is safe to use COCs continuously to reduce the
frequency of menstruation and control menstruation-
associated pain, depending on patient preference 3439,
Mirena reduces menstrual bleeding and
dysmenorrhoea, and reduces pelvic pain associated
with endometriosis; it is effective in perimenopausal
women who have irregular, heavy periods B¢, Unlike
a copper intrauterine device, it does not reduce
activity of factor VIl in the endometrium. However,
the risk of expulsion or malposition in women with a
bleeding disorder is 15%, higher than in other women,
perhaps due to heavier menstrual flow and uterine
contractions. Other disadvantages include increased

J Haem Pract 2019; 6(2). doi: 10.17225/jhp00142


http://www.haemnet.com

risk of ovarian cyst, which affects all women but may
be associated with haemorrhagic cysts in women with
bleeding disorders 37381,

GnRHAs offer an alternative to surgery for
women with severe bleeding disorders who have
endometriosis, but they are not indicated primarily
for heavy menstrual bleeding due to the risk of
adverse effects. They cause ovarian suppression and
amenorrhoea, and can be combined with a COC or
the synthetic oestrogen tibolone.

The range of non-hormonal treatment options
includes drugs widely used in the management
of bleeding disorders. Tranexamic acid reduces
endometrial tissue plasminogen activator and plasmin
activity in the menstrual and peripheral blood in women
with heavy menstrual bleeding. The effectiveness of
desmopressin alone is doubtful, but it is effective in
combination with tranexamic acid ¥°-44,

There is little evidence to guide the choice of
analgesic for pelvic pain. One US survey of patients
with haemophilia found the most frequently used
agents were NSAIDs and paracetamol, though a
significant minority used opioid-based analgesics
such as hydrocodone 2. Based on a survey of 22
European haemophilia treatment centres, a consensus
statement recommended paracetamol as the first-line
analgesic for adults with acute or chronic pain, adding
a weak opioid, an NSAID (COX-2 selective agents are
contraindicated in people with cardiovascular risk
factors), or tramadol or a strong opioid if earlier steps
do not control pain 3.

Other medication includes antispasmodics to
relieve pain associated with uterine contractions.

Surgical options

Endometrial ablation can now be offered on an
outpatient basis and is effective in controlling

heavy bleeding and pelvic pain; however, it is not
recommended for women with large fibroids

or a large endometrial cavity. Other approaches
include oophorectomy, which can be carried out
laporoscopically, and uterine artery embolisation.
Hysterectomy is an option of last resort; when indicated,
removal of the ovaries should be considered, in which
case hormone replacement therapy should be offered.

Summary

In summary, the management of pelvic pain is
multifactorial and there is no clear consensus about
what constitutes an optimal approach. Every person’s
experience of pain is unique. Personalised treatment
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plans should involve a specialist pain team, and women
with inherited bleeding disorders should have access to a
multidisciplinary clinic. Education for health professionals
should include raising awareness about the management
of pain in women with bleeding disorders.

PREPARING FOR SURGERY — THE PATIENT
PERSPECTIVE
Evelyn Grimberg drew on her personal experience of
living with Glanzmann's thrombasthenia to shed light
on the challenges faced by women with bleeding
disorders when they need surgery. She had been
admitted for emergency surgery at the age of 16 and
had been unable to prepare for the operation. She felt
uninformed about the effects of hormone therapy to
prevent ovulation and her expectations of the outcome
of her care did not match those of her gynaecologist.
Her experience is not unusual. Accounts from other
women who have described similar experiences show
that uncertainty and anxiety are common (Table 2).
Surgery is best approached as a team effort that
includes the woman herself, the surgeon, anaesthetist,
haematologist and the treatment centre. A woman
should be her own champion and expert patient:
surgeons probably know less than she does about her
bleeding disorder. She should feel in good shape. She
should have good people around who can provide

Evelyn Grimberg, who has Glanzmann's thrombasthenia,
advocates a team approach to preparing for surgery for women
with bleeding disorders. The woman herself should be involved,
alongside the surgeon, anaesthetist, haematologist and her
treatment centre.
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Table 2. Women's personal experiences of surgery

‘| need surgery and
got my treatment plan.
This one is different
from the last one. I'm
worried if everything
will go well”

“Surgery went well,
but | had a bleed
afterwards when |
was back home. | got
hospitalised again”

support and speak on her behalf when she is unable
to speak for herself. She should know what to expect
from physicians and the process of hospitalisation,
and what they want the admission and procedure to
achieve. She should be aware of what is happening

— if surgery is not being carried out at a hospital with
a treatment centre, the staff at the treatment centre
should be informed and involved. She should check
whether there is a treatment plan; if there is already
a treatment plan a place, a copy should be taken to
the hospital where surgery is being performed, so
that the surgical team understands what treatment is
necessary to prevent bleeds and manage pain before,
during and after the operation. Having a specialist
haemophilia nurse present to administer factor
replacement is very reassuring. It is important to check
that any medication prescribed is appropriate and safe
for someone with a bleeding disorder. It is routine to
prescribe an anticoagulant to prevent postoperative
thrombosis and staff may need to be reminded

— preoperatively — that this is contraindicated in
someone with a bleeding disorder.

As Evelyn found, preparation is not always possible.
When emergency surgery is necessary, the treatment
centre should be informed and the procedure should
be carried out at a hospital with a treatment centre
where possible. While wearing a bracelet with details
of diagnosis is a personal decision, it can be invaluable
for health professionals. Similarly, it is important to
carry medical details and contact information for your
treatment centre in a bag or wallet, including the name
and number of who to contact in an emergency.

DISCUSSION

The audience sought to clarify some of the points made
in the presentations. The panel was asked to explain
why intrauterine devices are associated with a higher
risk of ovarian cysts. Although the reason is not clear, it
may be caused by incomplete suppression of ovarian
function. Cysts that are less than 5cm in diameter do
not warrant surgery and are not an indication that

the device should be removed. Polycystic ovarian
syndrome, which is associated with multiple small cysts,
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“My physician was
too scared of bleeds
during surgery, so
he decided not to
perform surgery”

‘I had surgery but “They almost gave me
they didn’t consult my = painkillers with blood
haematologist” thinners”

is not associated with the cysts that may occur in a
woman with a bleeding disorder.

Thinking about Evelyn's emphasis on personal
responsibility when preparing for hospital admission,
the panel was asked to comment on where the
balance of responsibility lies between the patient
and the surgical team. They agreed that an individual
should have a voice but cannot be expected to bear
responsibility for the medical and surgical aspects of
her care. In all cases, the relevant treatment centre
should be involved as early as possible.

The role of assessing HRQoL as part of managing
bleeding disorders was raised. The panel agreed that
women can almost always benefit from psychological
input. A comprehensive care centre should provide
access to a psychologist, though smaller centres may
find this difficult.
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