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Abstract
This report discusses the management of a patient with severe haemophilia A who developed a spontaneous
internal carotid artery dissection - a never before reported case. This discussion highlights the management
challenges in patients with severe inherited bleeding disorders who develop an indication for anticoagulation
or anti-platelet treatment in the context of the relativity uncommon entity of carotid artery dissection.
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1. Case Discussion
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Figure 1. Reduced flow in the left internal carotid artery (arrow) due to presence of thrombus.

temporal headache in combination with the new abnormal
neurological finding led us to investigate the carotid arteries
for dissection. It is certainly important to consider this
diagnosis in patients with unilateral abnormal neurological
signs with the addition of unilateral pain.

4. Treatment
Prevention and treatment of ischaemic insult to the brain
is the primary management goal in patients with carotid
artery dissection as the dissecting lumen (false lumen) can
become thrombosed and lead to complete occlusion of
the carotid artery. For this reason anticoagulation and
anti-platelet treatment is widely advocated to be beneficial
- primarily based on its biological plausibility and from
clinical experience.
However, Lyrer et al. have conducted a Cochrane review of management of patients with carotid artery dissec-

tion and found that no randomised controlled trials have
yet been conducted to establish which treatment modality (anticoagulation or anti-platelet - if any) is superior[1].
Multiple cohort studies have suggested that anti-platelet
treatment and anticoagulation have equal efficacy when
death or disability are used as endpoints[2].
However in patients with severe haemophilia the risk
of bleeding is significant if anticoagulation is introduced.
Very little literature is available to guide management in
these patients and clinicians must therefore rely on expert
opinion.
In this patient we decided to initiate anti-platelet treatment. He was loaded with 300mg aspirin and then commenced on 75mg of aspirin once daily. Prior to loading
with aspirin he received 3000 IU Refacto AF (Recombinant
Factor VIII) and confirmation that his Factor VIII levels
were 100% of normal was checked prior to treatment. He
remained on Refacto 3000 IU once daily with daily ’trough’
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factor VIII level monitoring. We aimed for a Factor VIII
level of 100% initially.
The patient remained an inpatient for 5 days for treatment and monitoring. The possibility of endovascular repair and stenting was raised with the vascular surgeons and
interventional radiologists however the dissection was not
amenable to any surgical correction. He was discharged on
aspirin 75mg once daily and Refacto 1000IU once daily the aim was to ensure ’trough’ Factor VIII levels remain
approximately 20%.

5. Outcome and follow up
The patient remained well throughout his inpatient stay
however he occasionally reported headaches. His Horner’s
syndrome partially resolved during his inpatient stay. We
plan to follow him up closely in our Haemostasis Clinic
and repeat an MRI of his carotid arteries in 3 months to
assess the resolution of his dissection. We will continue
to monitor his ’trough’ Factor VIII levels as an outpatient
and address any co-existing risk factors for cardiovascular
disease.

6. Discussion

a consensus view of leading European haemophilia centres on the use of anticoagulation and anti-platelet treatment for stroke prevention[5]. The opinion of this group
was that only patients with very high CHADsVasc score
should be managed with anticoagulation or anti-platelet
treatment (with adequate Factor VIII replacement) and they
also suggested a minimum trough level of 0.035 IU/ml for
anti-platelet treatment and 0.24 IU/ml for anticoagulation
treatment.
The rare combination described in this report (combination by chance rather than association) of a spontaneous internal carotid artery dissection in a patient with
severe haemophilia A can be managed in a similar manner
with adequate Factor VIII replacement followed by aspirin
monotherapy.
In our case we decided to aim for a higher trough levels (100% initially and 20% thereafter on discharge) after
discussion with the experts at the Oxford Haemophilia and
Thrombosis Centre - who have significant experience in
similar cases. In addition as a bleed at the site of dissection would be catastrophic for the patient a more cautious
approach was adopted.

7. Learning Points

• Consider the possibility of carotid artery dissection
Whilst Gatti et al. (1996) have described a case of a
in any patient with localising abnormal neurological
haemophilic patient presenting with headache and Horner’s
signs in addition to head/neck pain.
syndrome[2] (with MRI showing carotid artery dissection)
this is the first case to my knowledge in which active man• Consider the use of MRA of the Carotid arteries for
agement was initiated and described (no therapy in this
these patients if immediately available.
previous case).
The combination of these two clinical entities (haemophilia
• Non-surgical management of patients who have seand carotid artery dissection) are likely to be extremely rare
vere haemophilia A and develop a spontaneous inand this is the first reported case of its management.
ternal carotid dissection involves raising Factor VIII
Haemophilia A is a rare X-linked congenital bleedlevels with recombinant Factor VIII and initiating
ing disorder caused by a deficiency of coagulation Factor
aspirin monotherapy.
VIII[5]. It is characterised, in its severe form (clotting fac• Regular trough Factor VIII level monitoring is sugtor level <1 IU/dL), by spontaneous bleeds into joints and
gested to ensure safe use of anti-platelet medication.
muscles. Management is complex and involves a multidisciplinary approach. Anti-platelet medication and nonsteroidal anti-inflammatory drugs (NSAID’s) are generally
avoided. Patients with Haemophilia A do develop cardioReferences
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