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ABSTRACT

Giant cell arteritis (GCA) isa common
vasculitis of unknown cause that affects
personsin middle age and older. Itsin-
cidence rises with increasing age. The
inflammatory lesions involve larger ar-
teries that contain an abundance of dlas-
tic tissue. Although cranial symptoms
such as headache, tender scalp, jaw
claudication and visual symptoms are
common, the disease presents in many
different fashions, often with symptoms
not directly related to the arteries. These
latter presentations include fever, severe
malaise, polymyalgia rheumatica, high
erythrocyte sedimentation rate and ane-
mia, thrombocytosis, sore throat, and he-
patic dysfunction. GCA appearsto have
a salf-limited course, but is also charac-
terized by relapses and recurrences. Vi-
sual loss due to occlusion of the optic
arteries is the most important early
manifestation and aortic aneurysmisthe
most important late complication. Pa-
tients respond promptly to varying doses
of glucocorticoids but drug side effects
are common.

Introduction

Giant cell arteritis (GCA) isachronic
vasculitis of large and medium size ves-
sels. It occursin persons over 50 years
of age and mainly in those over age 60
years (1). Although it may be wide-
spread, symptomatic vessel inflamma-
tion usually involvesthe cranial branches
of the arteries originating from the aor-
ticarch (2, 3). Its etiology is unknown,
but recent studies have suggested a ge-
netic predisposition with an event after
the age of 50 years that triggers the dis-
ease (1).

Clinical manifestations

Onset and systemic manifestations. The
onset tends to be gradual, but can be
abrupt. Systemic symptoms are often
present and include fever in about half
of patients, fatigue, and weight loss. Al-
though the fever is usualy low grade, it
can reach 39° to 40° in about 15% of
Cases.
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Head pain. A new headache occursin

two-thirds of patients. The pain tends to
be located over the temporal areas, but
may also occur elsawhere. The headache
may be mild or severe, persistent or inter-
mittent.

Jaw claudication. Nearly one-half of

patients suffer from jaw claudication. In
some cases, a trismis-like symptom oc-

curs rather than fatigue of the chewing
muscles. Similar findings that can be
seen include tongue or swallowing clau-
dication, and throat pain.

Visual loss. Permanent partial or com-

plete loss of vision in one or both eyes
has been observed in 15-20% of patients
in most series. Impaired vision is often
an early manifestation of the disease.

Affected patients typically note an abrupt
partid field defect in one eye, which may
progress to total blindness. The visual

lossis painless. If untreated, the second
eyeislikely to become affected within
one to two weeks. It israre, however,

for patients to become completely blind
in both eyes. Transient visual loss or di-
plopiais less frequent, but may precede
permanent visual loss. In patients with
visual loss, fundoscopic examination
shows changes of ischemic optic neu-

ropathy (4).

Large vessel giant cell arteritis. In ap-

proximately 15% of cases, the branches
of the aortic arch, particularly the sub-
clavian and axillary arteries, become nar-
rowed to produce claudication (3). Such
patients may have few of the usual symp-
toms of GCA so the diagnosis may be
initially overlooked.

Polymyalgia rheumatica (PMR). This
syndrome, characterized by proximal

aching and morning stiffness, isinti-
mately associated with GCA. The mus-
culoskeletal painin PMR is caused
mainly by proximal joint and periarticu-
lar synovitis (5). Patients may have PMR
without overt vasculitis or both together
at the sametime or different times. Much
progress has been made in recent years
in the investigation of these two proc-
esses. Most evidence favors the concept
that they are two phases of the same dis-
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ease. The etiology and pathogenesis of
GCA and PMR are incompletely under-
stood. However, age, genetic factors, eth-
nic background, and infection may have
causative roles (6-11). Patients with
PMR aone are treated successfully with
lower doses of prednisone than those
with PMR plus GCA.

Muscul oskel etal symptoms other than
PMR. In addition to PMR, some patients
may have peripheral synovitis, distal
extremity swelling with pitting edema,
swelling without pitting edema, teno-
synovitis, and carpal tunnel syndrome
(12). These symptoms also respond well
to glucocorticoids.

Thoracic aortic aneurysms. The devel-
opment of thoracic aortic aneurysmsis
alate and potentially serious complica-
tion of GCA. It occursin about 15% of
patients as alate event, usually several
years after the diagnosis and often after
the patient's other symptoms have sub-
sided (13,14). The aneurysm may rup-
ture and cause the patient's death. The
development of an aneurysm may or may
not be accompanied by other evidence
of active vasculitiswith an elevated ESR
or CRP. Patients with GCA need to be
followed periodically for the develop-
ment of thoracic aortic aneurysm. An-
nual posterior-anterior and lateral radio-
graphs of the chest are usually adequate
for screening unless an aneurysm is
present, in which case closer follow-up
is needed. Surgical repair may be re-
quired in some instances.

Course. The course of GCA isvariable,
but in the majority of patients tends to
gradually go into remission over 1to 2
years. However, |ate recurrences occa-
sionally develop.

Physical examination

The patient with GCA often appears
chronically ill on physical examination.
However, findings related to involve-
ment of characteristic arteries may be
present.

Scalp arteries. The frontal or parietal
branches of the superficial temporal ar-
teries may be thickened or tender or oc-
casionally erythematous. The occipital
arteries, and less often, the post-auricu-
lar, or facia arteries may be enlarged or
tender. A small, non-tender, hard artery
may be related to arteriosclerosis. In un-

common circumstances the temporal ar-
tery pulse may be diminished because
of arteriosclerotic thrombosis of the ex-
ternal carotid artery.

Bruits. These may be heard on ausculta-
tion of the carotid or supraclavicular ar-
eas, over the brachial or axillary arter-
ies, or (rarely) over the orbits.

Joints. In patients with PMR, active
range of motion of the shoulders, neck,
and hipsislimited due to pain. In some
cases careful passive motion may be full.
Generdly in PMR joint tendernessis not
aprominent finding. In approximately
10-20% of cases a mild to moderate sy-
novitisis present, especialy in the knees
and wrists. When diffuse swelling is pre-
sent the entire hand and fingers or foot
are swollen and often tender. In somein-
stances, the swelling may follow the path
of atendon sheath such as the posterior
tibial tendon.

Laboratory findings

The characteristic laboratory changein
most patients with GCA isavery high
ESR which may reach 100 mm/hr or
more according to the Westergren me-
thod. Other acute phase changes may be
present, such asincreasesin C-reactive
protein. However, occasional patients
have been reported with symptoms and
findings typical of PMR or GCA who
have anormal ESR.

Anemia. A normochromic anemiais of-
ten present. It may become rather marked
in chronic untreated cases.

Leukocyte count. The white blood count
isusualy normal.

Platelet count. Thrombocytosis is usu-
ally present and may become very high.
We have seen cases with counts of one
million.

Immunologic tests. Complement and im-
munoglobulin levels are generally nor-
mal or slightly elevated. Other tests are
occasionally abnormal, such as elevated
antinuclear antibody titers, but are not
diagnostically helpful.

Hepatic enzymes. Increased blood en-
zyme levels such as AST and alkaline
phosphatase, occur in 25% or so of pa-
tients. These test revert back to normal
with glucocorticoid therapy. Liver biop-
sy has shown nonspecific changes.
Increased plasmafactor VIIl/von Wille-
brand factor levels are found in most

S7

patients and are likely related to the vas-
cular inflammation. They revert owly
back toward normal over months after
treatment is started. At thistimethey do
not appear to be helpful in the diagnosis
or in the management of glucocorticoid
therapy.

Elevated interleukin-6 levelsin the se-
rum or plasma appear to be closely re-
lated to the clinica disease activity. Early
studies suggest that this may be the most
sensitive test for following the course of
disease activity. However, the test is not
yet routinely available.

Diagnosis

The diagnosis of GCA should be con-
sidered in a patient over the age of 50
years who complains of a new type of
headache, abrupt loss of vision, symp-
toms of PMR, unexplained fever or ane-
mia, and elevated acute phase tests (15).
Manifestations of GCA vary consider-
ably from one patient to another and may
be transent. Asaresult, patientsin whom
the disease is suspected should be ques-
tioned carefully about both current and
recent symptoms. The arteries of the
head, neck, upper torso, and arms should
be palpated for tenderness, enlargement,
or thrombosis: these arteries should also
be auscultated for the presence of bruits.
Temporal artery biopsy is suggested in
all cases of suspected GCA. The neces-
sity for biopsy in patients with only
symptoms of PMR isless clear and de-
pends on the individual case. The chan-
ces of a positive biopsy are low when
PMR is present but there are no vascu-
lar manifestations (16). When an ade-
quate temporal artery biopsy is negative
for arteritis, the likelihood of active gi-
ant cell arteritis has been only approxi-
mately 10%.

GCA can be distinguished from isolated
angiitis of the central nervous system,
Takayasu's arteritis, and other similar
arteritides by the age of the patient and
the distribution of the lesions. However,
the histopathologic findings and radio-
graphic changes may be indistinguish-
able from GCA in selected patients.
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