GIANT CELL ARTERITIS: REPORT OF TWO SAUDI PATIENTS
AND REVIEW OF THE LITERATURE
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Giant cell, or temporal, arteritis (GCA) is a necrotizing
arteritis of unknown etiology, described as a distinct
clinicopathological entity in 1932 by Horton et a.® It
afflicts elderly people, presenting with severe headache,
tenderness of the tempora arteries, highly eevated
erythrocyte sedimentation rate (ESR) and abnorma
temporal artery biopsy.'®  Although GCA has been
recognized worldwide, it has not been previoudy reported
in the Saudi population, even in large population-based
epidemiological studies.>® We describe the clinical,
laboratory and pathological findings of two Saudi patients
with areview of relevant literature.

Casel

A 78-year-old Saudi male presented with a six-month
history of severe, persistent headache and general malaise
associated with a burning sensation in both temples, worse
on the left. He had been blind in the left eye from
childhood and had bilateral cataracts. Both temples were
tender, but temporal arteries were pulsating. Apart from a
mild pyrexia, the rest of his physica examination was
normal.

Investigations included hemoglobin of 11.3 g/L, ESR
(on two occasions) of 114 and 120 mm/1st hour. Head CT
scan and cerebrospina fluid examination were normal.
Biopsy from the left tempora artery confirmed the
diagnosis of GCA (Figure 1). He was started on 80 mg of
prednisolone with rapid clinical improvement. The ESR
returned to normal and he was stable on follow-up for the
past year.

Case 2
A 74-year-old Saudi female presented with a six-week
history of severe bilateral, mainly left-sided headache
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associated with generalized weskness and weight loss. She
has long-standing arterial hypertension and bronchiectasis.
She was apyrexial with normal visual acuity. Both
temporal arteries were tender and nonpulsating, and her
proxima muscles were weak and painful. Investigations
revedled normochromic, normocytic anemia with
hemoglobin of 10.5 g/lL. ESR vaues were 62 and 85
mm/1st hour on two occasions. The transaminases were
moderately elevated, with negative serology for hepatitis
viruses and normal creatine kinase. Head CT scan was
normal. Treatment with 60 mg of prednisolone resulted in
rapid relief of the headache within a few days. Tempora
artery biopsy done after eight days reveded features
consistent with healed GCA of irregular fibrosis and
scarring of the media with long breaks of internal elastic
lamella and foci of mononuclear inflammatory cells.
However, she stopped her medication after a short time
and suffered a fatal stroke three months later. Her ESR
then was 90 mm/1st hour.

Discussion

These cases illustrate the typical features of GCA,
which form the criteria selected by the American College
of Rheumatology for the format classification of GCA and
include age 3 50 years, recent localized headache, temporal
artery tenderness, ESR 350 mm/hour, and a positive
temporal artery biopsy.* All criteria are noted in the first
patient, while only four occurred in the second. The
presence of three or more of these criteria is associated
with more than 90% sensitivity and specificity.* The age
criterion is of special importance, as this disease is almost
exclusively seen in patients over 50 years old.>* The
incidence increases dramatically with age, rising by amost
tenfold in the ninth decade.® It is also worth noting that
the symptom of visual loss was not included in this criteria
because, contrary to long-held views, it was shown to be
less common than previously considered. ****° It is aso of
low specificity compared with other symptoms, such as
claudication of the jaw and the tongue on deglutition
which is considered highly specific and was included in
another classification.”
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FIGURE 1. Low (A) and high (B) magnification of the tempora artery biopsy in thefirst patient showing features of active giant cell arteritis: narrowing of the
lumen, intimal edema, transmural inflammatory infiltrates including giant cells (arrowhead) and disruption of theinternal elastic lamella(H & E, 100x).

Apart from these typica features, GCA may present
with a wide variety of clinical manifestations, which
probably contribute to its recognized underdiagnosis. **
Almost any large or medium-sized artery in the body may
be involved, including those of the limbs, liver, intestine,
lungs, uterus, breast and skin.****** Involvement of the
aorta and coronary arteries may lead to a dissecting aortic
aneurysm or myocardia infarction, which, together with
cerebral infarction, are considered the most common
causes of death in GCA.™® The latter was probably the
cause of death in our second patient. Neurological
involvement, however, is the most common, occurring in
30% to 40% of patients.'*”®> Complications include
cerebrovascular  accidents, neuro-ophthalmologic  and
neuro-otologic  syndromes, neuropsychiatric  disorders,
tremor, aseptic meningitis and different types of peripheral
neuropathy.*+*°

In view of these variable clinical presentations of GCA,
the value of pathological confirmation becomes more
important, especialy in atypical cases. The characteristic
pathological features of active GCA are illustrated in the
biopsy findings of our first patient, and include the
presence of giant cells, in association with the different
features of necrotizing arteritis (Figure 1). However, it is
worth stressing that these features hold the same value in
the diagnosis of GCA, even in the absence of giant
cells*!" Other recognized pathological findings are those
of healed arteritis, which were seen in our second patient,
and are distinguished from changes seen in arteriosclerosis
by the presence of focal mononuclear aggregates, and the
long breaks in elastic lamella.'” A normal biopsy, on the
other hand, is not uncommon, reaching 40% and even
80% in patients treated with steroids for more than one
week.'*®  Negative biopsies may be minimized by earlier
biopsy and by taking a long segment of the artery from
areas showing pal pable tender lesions. *°
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Another important investigation in the diagnosis of
GCA isthe elevated ESR, which is highly sensitive but of
low specific (47.7%).* A normal ESR, however, does not
exlude the diagnosis of GCA.*%°

Other  @normal  tests include  normocytic
normochromic anemia, thrombocythemia, low serum
albumin, and elevated levels of hepatic enzymes, al of
which are of little help in the diagnosis. >*

Once the diagnosis of GCA is serioudy considered,
treatment with steroids should be ingtituted a once in
order to prevent serious complications.*?* The optimum
dose of prednisolone is still controversial and extends from
20 to 80 mg per day, with a maintenance dose of 20 mg for
about two years? The use of intravenous methyl-
prednisolone was reported to offer better results for
recovery of vision and protection of the other eye
However, no controlled studies are available to confirm
thisclaim.

Polymyalgia rheumatica is a self-limiting disorder
afflicting mainly elderly persons and characterized by
severe aching and stiffness of proximal limb muscles in
association with constitutional symptoms. It is accepted as
part of the clinica spectrum of GCA, occurring
concommitantly with temporal arteritis in up to 50% of
patients.>* Our second patient probably suffered from both
conditions simultaneoudly.

The etiology of GCA is dtill unknown, and different
hypotheses blame both environmental and genetic factors,
with increasing evidence suggesting an autoimmune
mechanism directed against aging elastin. 2

The incidence of GCA varies widely in the West, and
ranges from 6:100,000 in Spain to 27:100,000 in
Iceland.®® Racial factors apparently play an important role
in these variations. The incidence is higher in populations
of Nordic origin,®®® while it is significantly lower in
blacks.” GCA is very rare in Orientals and the first two



cases were only recently reported from China.

GCA has not been reported before from Saudi Arabia,
either as individual cases or in epidemiological studies.
Although underdiagnosis and/or underreporting probably
contribute to this state, we may conclude that Saudi Arabia
is probably one of the low incidence countries. This may
have aracia or environmental cause or both. However, the
Saudi population is relatively young at the moment, with
individuals above the age of 50 years accounting for only
4% of the population.’ As the ratio of elderly people is
expected to rise with improvement of living standards, the
incidence of GCA will be expected to rise as well.
Physicians involved in the care of the elderly should be
aert, keeping in mind the wide range of serious but
preventable complications associated with GCA.
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