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Case Report

ABSTRACT

Horton's Disease, also known as Giant cell arteritis is a disease of the blood vessels predominantly
affecting medium and large-sized arteries mainly the branches of the aorta and its main vessels. In
these patients, there is an increased cardiovascular risk for the development of both arterial and
venous thromboembolism. In this case report we discussed a rare case of aortic and cardiac
thrombosis associated with Horton's disease which is quite unusual. Early diagnosis is mandatory
as the prognosis of this disease mainly depends on timely management. Horton's disease should
be suspected in people aged above 55 years as this disease is unlikely and rare in people aged
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less than 55 years and females are more affected by this disease (men to women ratio is 2:1). This
rare case highlights the importance of considering unusual and infrequent associations of this
disease and accordingly tailoring the treatment strategies for optimal patient outcomes. decrease
medical as well as financial burden, hence improving the management of cirrhotic patients. These
predictors, however, need further work to validate reliability.
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1. INTRODUCTION

Horton's disease commonly known as giant cell
arteritis or temporal arteritis is an autoimmune
inflammatory disease involving large and
medium-sized arteries with well-developed wall
layers and adventitial vasa vasorum [1]. It is
mainly characterized by the formation of clusters
of inflammatory cells (granulomas) in the injured
vessels. The vascular beds that are more
commonly affected mainly include the branches
of the external carotid artery (e.g. temporal and
occipital arteries), the ophthalmic, vertebral,
distal subclavian, and axillary arteries, and the
thoracic aorta [2].

It is the most common adulthood vasculitis and
affects 1 in 15000 people per year. It most
commonly occurs in people above 50 years of
age, being most common among those in their
70s. Females are more commonly affected than
males (women to men ratio is 2:1) [3].

Here we report the observation of a 67-year-old
female patient in whom atypical thoracic pain and
exertional dyspnea revealed Horton's disease
while evaluating the patient in the suspicion of
any cardiac disease. It came out to be an
incidental finding along with aortic and cardiac
thrombosis. This case report looks into an
intriguing and rare association between Horton's
disease and both aortic and cardiac thrombosis,
highlighting the intricate association between
inflammatory processes and thrombotic events
within the cardiovascular system. This study
aims to shed some light on the fact that Horton's
disease although rare should be suspected in
patients with aortic or cardiac thrombosis to
prevent the risk of serious vascular complications
which may occur as a result of diagnostic and
therapeutic delay.

Hence clinicians must provide timely and
effective management strategies for patients
presenting with these co-existing conditions.

2. CASE PRESENTATION

We present the case of a 67-year-old female
patient with no significant medical history,
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admitted for acute atypical thoracic pain radiating
to the back, accompanied by exertional dyspnea.
Clinical examination revealed no particularities,
with the electrocardiogram showing
repolarization disturbances characterized by
negative T waves in the anteroseptal region.
Transthoracic echocardiography revealed a non-
dilated, non-hypertrophied left ventricle with
global hypokinesia and a left intraventricular
mass adherent to the apical and inferoseptal
walls measuring 28.47mm. Filling pressures
were normal, with mild mitral regurgitation and no
signs of pulmonary hypertension or pericardial
effusion.

The patient underwent thoracic scanning
revealing a thrombus in the descending aorta
and splenic infarction due to splenic artery
occlusion in its distal portion. Cardiac MRI
confirmed the thrombotic origin of the
intracardiac mass. Inflammatory markers were
elevated, with a CRP of 200 and twice the
normal fibrinogen levels, while troponins were
elevated at 100. A PET scan, conducted in
consultation with internists, revealed multifocal
large vessel vasculitis affecting the descending
aorta, right humeral artery, subclavian arteries,

abdominal aorta, iliac arteries, and femoral
arteries.
The diagnosis of Horton's disease was

established based on clinical and biological signs
indicative of inflammation, as well as imaging
findings from CT and PET scans revealing
medium-sized artery vasculitis. Temporal artery
biopsy could not be performed due to the
significant risk of hemorrhage associated with
antiplatelet and anticoagulant therapy. However,
it was substituted according to protocol with
Doppler ultrasound of the temporal artery,
which demonstrated signs of vasculitis and
edema (Halo sign), characteristic of Horton's
disease.

Therapeutic  management  included  anti-
platelet therapy, anticoagulation, ACE
inhibitor, beta blocker, statin, and corticosteroid
therapy with close cardiologic and internist
monitoring.
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Fig. 2. MRI cardiac thrombosis

3. DISCUSSION medium and large-sized vessels. It s

predominantly observed in elderly patients that
As previously discussed, giant cell arteritis is an  preferentially involves the external carotid artery
autoimmune vasculitis that primarily involves and its branches. Although the involvement of
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cranial arteries is typical of this condition [4,5] in
recent decades with the advancement in imaging
techniques, the involvement of the aorta and its
main branches is increasingly recognized [6-8].

Like in this case report we reported a case of an
elderly female who presented with atypical
thoracic pain accompanied by dyspnea leading
to the suspicion of cardiovascular disease which
ultimately after undergoing diagnostic evaluation
via imaging modalities unrevealed the diagnosis
of Horton's disease along with aortic and cardiac
thrombosis which is undoubtedly quite rare.

The clinical manifestations are divided into those
caused by the involvement of cranial vessels,
those due to inflammation of large vessels (aorta
and branches of the aorta), and systemic
inflammatory signs [9].

Symptoms due to cranial vascular involvement
include headache, jaw claudication pain on
chewing), scalp tenderness, loss of vision,
abnormalities of the temporal arteries, pain,
nodules, and absence of pus. Bitemporal
accentuated headaches refractory to analgesia
occur in about 3 quarters of patients [10].

Symptoms due to the involvement of great
vessels like the aorta and its branches include
claudication of extremities (especially the arm).

Similarly, systemic inflammatory involvement is
accompanied by several non-specific symptoms
such as exhaustion, fever, night sweats, and
weight loss [9].

Risk factors for developing Giant cell arteritis/
Horton's disease include individuals older than
50 years of age and females are twice more
affected than males. The aging process remains
the strongest risk factor for clinically evident
vasculitis [11]. Epidemiological studies have
described lower body mass index and low fasting
blood glucose levels many years before disease
onset [12,13]. The strongest genetic risk factor
has been implicated in the HLA region, with
particular HLA-DRB1*04 alleles conferring the
risk of developing polymyalgia rheumatica (PMR)
as well as giant cell arteritis (GCA) [14-16]. The
aorta and its main branches are affected in 40%
to 80% of cases, even though they do not induce
any specific symptoms [5].

Horton's disease/ GCA is diagnosed based on a
combination of symptoms, clinical findings,
laboratory findings, and findings on diagnostic
imaging [10,17,18]. However temporal artery
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biopsy remains the gold standard for diagnosis
[18]. The American College of Rheumatology has
established a criteria that is still used in clinical
practice to classify the disease. The diagnosis of
GCA is highly probable in the presence of at
least 3 of the following 5 criteria:

1) age > 50 years;

2) an erythrocyte sedimentation rate (ESR) > 50
mm (and, by extension, high inflammatory
parameters such as increased C-reactive protein
(CRP));

3) recent onset of headaches;

4) abnormalities of the temporal artery; and

5) a positive temporal artery biopsy (TAB)
showing transmural inflammation with the
presence of giant cells. These criteria do not take
into consideration the presence of clinical or
radiological large-vessel involvement (LVI) [5].

In our case 2 the above-mentioned criteria are
met; 1) the age of our patient was 67 years old
and 2) inflammatory markers were elevated
including a CRP of 200 and twice the normal
fibrinogen level although there was no history of
recent onset of headaches and no abnormalities
of the temporal artery.

The consensus among the collegiate body was
to refrain from proceeding with the temporal
biopsy, in light of the significant hemorrhagic risk
associated with this intervention. This decision
was underpinned by the fact that the patient had
already been administered tritherapy, consisting
of dual antiplatelet therapy in conjunction with
therapeutic anticoagulation.

Temporal artery ultrasound, utilizing Color
Doppler, has the potential to identify vessel wall
edema, manifesting as a halo, particularly when
conducted by skilled practitioners, thus serving
as a potential alternative to temporal artery
biopsy for diagnosing giant cell arteritis [19]. It is
recommended that ultrasound of the temporal
artery be performed prior to initiating treatment or
within a 5-day window, as corticosteroids can
diminish test sensitivity. Notably, this technique
offers numerous advantages, including its
noninvasiveness, absence of radiation exposure,
and capability to visualize other cranial vessels.
Nevertheless, the diagnostic efficacy of temporal
artery ultrasound hinges significantly on the
proficiency of the ultrasound operator and the
quality of equipment employed.

However over the past few decades because of
the wider use of imaging methods such as
computed tomography angiography (CTA),
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magnetic resonance angiography (MRA) of the
aorta or positron emission tomography with
computed tomography (PET/CT) the proportion
of GCA patient described with LVI has increased
[5]. In our case, our patient underwent thoracic
angioscanning which revealed a thrombus in the
descending aorta.

The cardiac MRI played a crucial role in the
diagnostic process as it enabled the confirmation
of the intracardiac mass's nature as a thrombus.
Simultaneously, it facilitated the exclusion of the
initially hypothesized diagnosis of autoimmune
myocarditis, which was considered based on the
clinical and biological context. In addition, a PET
scan was also conducted which showed
multifocal large vessel vasculitis involving the
descending aorta, right humeral artery,
subclavian arteries, abdominal aorta, iliac
arteries, and femoral arteries.

However, in GCA it is important to keep in mind
aortitis because it may present at the initial stage

of the disease, to diagnose delayed
complications of GCA it is recommended by
some authors to carry out annual chest

radiographic and transthoracic echocardiogram
to detect signs suggesting a thoracic aortic
aneurysm in these patients [20]. As mentioned in
our case report we also conducted transthoracic
echocardiography of our patient which showed a
non-dilated, non-hypertrophied left ventricle with
global hypokinesia and a left intraventricular
mass adherent to apical and infero-septal walls
measuring 28.47mm.

The mainstay of treatment includes, high dose
corticosteroids, and additional cytotoxic drugs,
antitumor necrosis factor monoclonal antibody,
and antiplatelet aggregation therapy may be
used. The main goal of the treatment is the
prevention of ischemic damage [18]. In our case

the therapeutic management of our patient
includes corticosteroid therapy, antiplatelet
therapy, anticoagulation, ACE inhibitor, beta

blocker, and statin which showed impressive
regression of aortic and cardiac thrombosis
within a period of three months.

4. CONCLUSION

This case report highlights the significance of
considering and keeping in mind that cardiac and
aortic thrombosis may present concomitantly in a
patient diagnosed with Horton's disease and vice
versa. This will help in preventing any diagnostic
delay and sequential complications, hence
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improving the outcome of the patient by offering
prompt treatment. However further treatment
trials and research are still needed to develop
more  sensitive and  specific  diagnostic
approaches and new corticosteroid-sparing
treatment strategies.
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