
 

 

Case report  

 

Giant Cell Arteritis or Formerly Known as Horton's Disease- When the Puzzle 
is Complete: A Case Report 

 

Abstract : 

Giant cell arteritis, formerly known as Horton's disease, is a vasculitis affecting the large 
vessels, specifically the aorta, with a preference for the supra-aortic trunks. Its etiology 
remains unknown, but two risk factors have been identified: a genetic predisposition and the 
hypothesis of a likely viral infectious agent. The pathophysiology is increasingly understood 
due to advances in immunological and genetic knowledge. It generally affects patients over 
50 years old and clinically manifests as headaches, scalp paresthesias, and jaw claudication, 
evolving in a context of low-grade fever and general deterioration. It is often associated with 
polymyalgia rheumatica, and the most feared complication is blindness. Clinical examination 
reveals a decrease or abolition of temporal pulses. Diagnosis is histological, via temporal 
artery biopsy or, failing that, through a PET-CT scan. The condition is highly sensitive to 
corticosteroids, with a favorable prognosis under treatment. However, relapses can occur 
during corticosteroid tapering, potentially necessitating a minimally effective maintenance 
dose of at least 1 mg/day of corticosteroids such as prednisone.Our work consists of an 
observation of a patient reporting a florid and complete picture of Horton's disease both 
clinically and biologically with significant radiological manifestations. 

 

 

Introduction : 

Giant cell arteritis, formerly known as Horton's disease, is an inflammatory condition 
classified as vasculitis, affecting large arterial trunks, specifically the aorta and its branches, 
with a strong preference for the supra-aortic trunks. This condition primarily affects elderly 
patients (starting from age 50 with a peak at 70 years) and has a female predominance with 
a sex ratio of 3:1. Clinically, it is characterized by a triad: deterioration of general health 
(weight loss, fatigue, and anorexia), scalp paresthesia or persistent headache, and jaw 
claudication. Diagnosis is confirmed histologically by temporal artery biopsy or radiologically 
by MRI/PET scan. The main complication is functional, as it threatens the visual prognosis 
due to involvement of the ophthalmic artery or its branches, and rarely the vital prognosis. 
The prognosis is very good once treated, but frequent relapses necessitate low-dose 
corticosteroid therapy. 

We report a classic case of Giant Cell Arteritis confirmed by all clinical, radiological, and 
histological criteria. 

Case Presentation: 



 

A 65-year-old male patient with a history of depression for 3 years controlled by treatment 
presented with significant weight loss of 27 kg (30% of body weight) over 6 months, 
progressively worsening fatigue, and inflammatory arthralgia of both shoulders, complicated 
by headache resistant to first and second-level analgesics, prompting consultation at 
University Hospital Ibn Rochd in Casablanca. 

Clinical examination revealed a cachectic, dehydrated patient with skin fold persisting for 
more than 3 seconds, conscious with a Glasgow score of 15/15, well-oriented in time and 
space, with slight conjunctival discoloration. Palpation of pulses revealed diminished 
temporal pulses with asymmetry of supraclavicular pulses and a thrill on the left side. Blood 
pressure was low at 106/68 mmHg with a mean arterial pressure of 80 mmHg. The patient 
was urgently hospitalized in the Internal Medicine department at CHU Ibn Rochd, where an 
urgent ophthalmologic examination showed no signs of anterior ischemic optic neuropathy 
with visual acuity preserved at 9/10 in the right eye and 10/10 in the left eye with correction, 
and tortuosity of retinal vessels. 

Echo-Doppler of the temporal arteries showed normal caliber arteries without significant 
thickening. Echo-Doppler of the supra-aortic trunks showed circumferential thickening of the 
right carotid and calcification of the left carotid. Thoraco-abdominopelvic CT scan revealed 
inflammatory wall thickening of large and medium caliber arteries without stenosis or tumor 
mass. 

 

Fig 1. Transverse thoracic high CT scan showing circumferential wall thickening of the 
common carotids, more pronounced on the right side. 



 

 

Fig 2. Transverse low thoracic CT scan showing circumferential wall thickening of the 
descending thoracic aorta. 

 

Fig 3. Transverse abdominal CT scan showing circumferential wall thickening of the 
abdominal aorta. 

 

 

Fig 4. Transverse pelvic CT scan showing circumferential wall thickening of both iliac 
arteries. 



 

PET scan showed an appearance of extensive active grade III vasculitis with hypermetabolic 
foci at the shoulder joints, suggesting polymyalgia rheumatica. 

 

 

 

 



 

 

Fig 5. Coronal PET-Scan of the patient showing hypermetabolic uptake in nearly the entire aorta as 
well as the subclavian and carotid branches, corresponding to grade III vasculitis with 

hypermetabolic foci in both shoulder joints 

Biological assessment showed an inflammatory syndrome with C-Reactive Protein at 32 mg/l 
and ESR accelerated to 92 mm in the first hour. Immunological assessment was negative for 
anti-CCP and Rhumatoïd Factor, hyponatremia at 131 mEq/l, creatinine at 13 mg/l, urea at 
0.6 g/l, low blood glucose at 0.7 g/l, and mild hypochromic microcytic anemia at 11.5 g/dl. 
Temporal artery biopsy confirmed granulomatous arteritis of the Horton type. 

 

Fig 6. Large caliber vascular wall with significant inflammatory infiltrate of lymphocytes, 
epithelioid histiocytes, and altered neutrophils. 



 

 

Fig 7. Special orcein staining showing loss of elastic fibers. 

The pre-therapeutic assessment was normal, and the patient was started on oral 
corticosteroid therapy at 0.7 mg/kg/day with spectacular clinical and biological improvement 
after 3 days. 

Discussion:  

Giant cell arteritis is a vasculitis of large vessels, affecting the artery and its branches, with a 
preference for the supra-aortic trunks. The first pathological entity associating blindness 
with the abolition of temporal pulses was described in the 10th century by Ali Ibn Sina of 
Baghdad. In the late 19th century, Hutchinson first described giant cell arteritis, and in the 
early 20th century, Bayard Taylor Horton and Thomas B. Magath histologically described 
temporal arteritis with giant cells. [1] 

Epidemiologically, it is the most common vasculitis, affecting patients over 50 years old with 
a peak at 70 years, and predominantly affects women (3:1). The etiology remains unknown, 
although risk factors have been identified, categorized into two types: 

 Genetic: A genetic predisposition has been suggested due to familial cases of giant 
cell arteritis among first-degree relatives [2]. Studies have identified predisposing 
genes, including HLA-DRB1-04 (class II MHC) [3], HLA-B15 (class I), MICA (class I 
polypeptide-related sequence A) [4], cytokine-related genes (IL-18, TNF-a, IFN-g, IL-
10, IL-17), endothelial markers (ICAM-1, VEGF, eNOS, MMP-9), and components of 
innate immunity (TLR-4, NLRP-1). A recent genome-wide association study (GWAS) 
confirmed a strong association between SNPs in the class II HLA region and the 
development of giant cell arteritis [5,6], and an association with genes involved in 
vascular remodeling, angiogenesis, and lymphocyte recruitment. [7] 

 Environmental: Infections, several studies have attempted to identify an infectious 
agent responsible, with an increased risk of giant cell arteritis. PCR has detected 



 

 

genomes of Parvovirus B19, Herpes simplex virus, Varicella-Zoster virus, Human 
herpes Virus 6 and 7, Cytomegalovirus, and Epstein-Barr virus in temporal artery 
biopsies. [8-9-10-11-12-13-14] 

Pathophysiology is complex but better understood, with vascular walls rich in immature 
dendritic cells activated by a danger signal (likely a viral infection), remaining in the arterial 
walls and producing chemokines to recruit CD4 T cells and macrophages. Activated T cells 
produce pro-inflammatory cytokines, recruiting and activating more macrophages, forming 
giant cells and granulomas. Endothelial cells produce nitric oxide and giant cells produce 
reactive oxygen species, causing apoptosis of vascular smooth muscle cells, leading to 
arterial wall remodeling. 

Clinically, giant cell arteritis manifests with an insidious and progressive onset, although it 
can be sudden. It causes low-grade fever in 10-15% of cases, which our patient did not 
report, and is characterized by general deterioration, as seen in our patient's 30% weight 
loss over 6 months and debilitating fatigue. Headaches, present in 60% of cases, were 
parietal and bilateral in our patient without scalp paresthesia or jaw claudication. Horton’s 
disease can present with pseudopolyarthritis rheumatica (PPZ) in 40-50% of cases, causing 
shoulder pain and stiffness. Our patient had inflammatory arthralgia of both shoulders 
without stiffness. The pelvic girdle may also be affected, with thigh root pain. Rarely, 
arthralgia affects large peripheral joints. Other rare clinical manifestations include dry cough, 
pleural effusions, pulmonary infiltrates, scalp or lingual necrosis, and peripheral neurological 
symptoms like mono or multineuritis. Central neurological deficits are even rarer. Horton’s 
disease can cause aortic involvement in 10-15% of cases, leading to asymptomatic or 
symptomatic aortic arch syndrome with subclavian artery stenosis or thrombosis, causing 
arm claudication or vasomotor extremity disorders. The most feared ophthalmological 
complication, affecting 15-20% of patients, is anterior ischemic optic neuropathy due to 
posterior ciliary artery involvement, rarely causing acute retrobulbar optic neuropathy or 
central retinal artery occlusion. Blindness can occur suddenly, often bilaterally within 25-50% 
of cases, and is usually irreversible. Any ophthalmic warning signs (amaurosis fugax, 
transient diplopia, ocular pain) warrant immediate treatment. [15-16-17-18-19-20-21-22-23] 

Biologically, giant cell arteritis is characterized by an inflammatory syndrome with ESR above 
50 mm and highly elevated CRP, sometimes exceeding 100 mg/l, with increased alkaline 
phosphatase in one-third of cases. Temporal artery and supra-aortic trunk exploration by 
ultrasound Doppler shows luminal narrowing, decreased blood flow, and segmental 
circumferential thickening, indicating the "Halo" sign. Angio-CT and angio-MRI show arterial 
wall thickening, particularly in the aorta and encephalic branches, but definitive diagnosis is 
histological via temporal artery biopsy or, failing that, by PET-CT. Our patient’s ultrasound 
Doppler did not show thickening of the temporal arteries but circumferential thickening of 
the right carotid, while angio-CT showed inflammatory wall thickening of large and medium 
caliber arteries without stenosis. PET-CT showed extensive active grade III large vessel 
vasculitis with hypermetabolic foci at both shoulder joints, suggesting pseudopolyarthritis 
rheumatica. Finding such a comprehensive presentation clinically, radiologically, and 
histologically makes our patient an excellent case study. 



 

 

Conclusion: 

Giant cell arteritis, formerly known as Horton's disease, is a vasculitis of large vessels, 
primarily affecting elderly patients with a female predominance. The major risk is blindness 
due to ophthalmic artery involvement, and it can rarely be fatal. It should be considered in 
any elderly patient with prolonged headache or visual acuity decline. Diagnosis is histological 
via temporal artery biopsy or, if necessary, imaging. Highly corticosteroid-sensitive, the 
condition shows. 
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