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INTRODUCTION

Giant cell arteritis (GCA) represents a vasculitis of
the large vessels. It can affect any organ but
preferentially manifests in the temporal head area,
where it is usually associated with headache, blurry
vision, and necrotic ulcerations of the circulation
area." We here report of a patient with generalized
GCA with unusual skin lesions resembling livedo
racemosa.

CASE REPORT

An 85-year-old woman was admitted to a depart-
ment of internal medicine because of acute abdom-
inal pain. Acute cholecystitis was suspected due to
elevated cholestasis parameters and elevated
C-reactive protein, and the patient was treated with
cefuroxim and metronidazole. However, the abdom-
inal symptoms improved only moderately. The pa-
tient appeared in a weak general condition,
complained about diffuse pain attacks, malaise,
and fatigue. Since she developed skin lesions on
the neck, she was presented to our department.

On her neck, with slight accentuation of the right
side, we found bizarrely shaped, flashing figure-like,
violaceous patches (Fig 1) that did not disappear on
diascopy. The temples exhibited no irregular find-
ings. The patient complained primarily about right-
sided headache and scalp tenderness. In addition,
she reported intermittent blurred vision in the right
eye and rushing sensations in the ears. An ophthal-
mologic examination revealed anterior ischemic
optic neuropathy. Blood tests showed leukocytosis
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Fig 1. Bizarrely shaped, flashing figure-like, violaceous
patches on the neck.
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Fig 2. Cranial magnetic resonance imaging (MRI; T1-weighted, high resolution, contrast-
enhanced, fat-suppressed spin-echo sequence) delineated thickening of the vessel wall and
markedly increased mural and perivascular enhancement at the frontal (arrows) and at the
parietal (arrowhbeads) branches of the superficial temporal arteries (A). Contrast-enhanced MRI
(T1-weighted, fat-suppressed gradient-echo sequence) revealed an increased, circumferential
uptake in the outer vessel wall (arrows) of the thoracic aorta (B).

(12.2 X 10°/L; reference value, 3.6-10.5 X 10°/L) and
elevated C-reactive protein (99 mg/dL; reference
value, <5 mg/dL).

Although the lesions were compatible with livedo
racemosa and thus in combination with the (neuro-
logical) symptoms more indicative for Sneddon
syndrome (SS), GCA was our tentative clinical
diagnosis because of the half-sided headache and
the episodic blurred vision. Magnetic resonance
imaging (MRD) revealed a pronounced thickening
of the frontal and parietal branch of the superficial
temporal artery on both sides (Fig 2, A). There was
also an increased accumulation of contrast media in
the vessel wall of the descending aorta (Fig 2, B).
Since the alterations of the temporal artery detected
by MRI were highly specific for the diagnosis of
active GCA, biopsy of the temporal arteries was not
conducted. In turn, treatment with systemic cortico-
steroids (prednisolone 50 mg/day) and acetylsali-
cylic acid (100 mg) was initiated immediately.'
Within 24 hours, the headache, the abdominal
pain, and the general condition were significantly
improved.

Upon tapering prednisolone down to 15 mg after
8 weeks, the headache and the rushing sensations in
the ears reoccurred; this time accompanied by jaw
claudication. Thus, the interleukin 6-receptor antag-
onist tocilizumab (162.5 mg/week) was adminis-
tered.” Under this regimen, the patient has
remained free of symptoms.

DISCUSSION

This is an unusual case for several reasons.
Although the patient appeared to be severely ill,
initially suffering from abdominal pain, no patho-
logic process could be detected. Thus, antibiotic
therapy was given, as cholecystitis was suspected as
the most likely cause. The skin lesions, which were
reminiscent of SS, were the first indicator prompting
specific investigation into neurological symptoms.
SS is characterized by the appearance of livedo
racemosa associated with cerebrovascular manifes-
tations (eg, transient ischemic attacks).” However,
the neurologic examination found no evidence for
a stroke attack or paresis but identified the head-
ache as the leading symptom. Despite the lack of
typical skin lesions, which usually include half-
sided erosions and ulcerations on the scalp, the
clinical symptoms reminded us of GCA. The cranial
manifestation of GCA is typically seen in elderly
patients with new-onset headache and temporal
artery abnormality (tenderness to palpation or
decreased pulsation) accompanied by visual
impairment or loss of vision and cutaneous
erosions.” "’

In our case, the skin manifestations were not at all
typical for GCA but prompted a thorough recording
of the patient’s history, which ultimately revealed the
headache as a leading symptom. Thus, we decided
for MRI of the superficial cranial arteries and of the
large thoracic arteries.”
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In the cranial MRI sequences, no cerebral in-
farctions or atrophy as usually present in SS could
be detected. However, it turned out that the
superficial temporal arteries, which are a predilec-
tion site of GCA, were affected by inflammation,
along with the descending thoracic aorta as a
manifestation of large-vessel vasculitis. Detailed
MRI imaging of the abdominal vessels was not
performed. However, since the abdominal pain
rapidly disappeared upon immunosuppressive
therapy, we assume that the abdominal symptoms
were also caused by GCA.

Taken together, we surmise that without the
appearance of the skin manifestations, the tenta-
tive diagnosis of GCA would not have been
made on time; thus, the initiation of the urgently
required therapy would have been delayed. It is
important to mention that the skin lesions were not
typical for GCA and did not yield the chance for a
diagnosis at first glance; however, based on their
clinical appearance and distribution, a thorough
recording of the patient’s history appeared rele-
vant, which ultimately led to the correct diag-
nosis.” Nevertheless, it remains to be mentioned
that further differential diagnoses of a livedo race-
mosa in the facial/neck area should include
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erythema ab igne and cholesterol emboli from
the carotid arteries.
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