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Giant-cell arteritis (GCA) is a systemic inflammatory
vasculitis of unknown etiology commonly involving large
and medium-sized arteries of the head (cranial arteritis).
Horton’s disease is a clinical entity caused by GCA mainly
of temporal arteries (temporal arteritis). It is the most
common form of systemic vasculitis in adults and elderly
persons (arteritis of the aged) and can be an important
medical problem resulting in a wide variety of systemic,
neurological and ophthalmological complications. Giant-
cell arteritis typically affects medium- and large-sized
vessels including the superficial temporal arteries, the
aorta, the carotid, subclavian and iliac arteries. In addi-
tion, the ophthalmic, occipital and vertebral arteries may
be affected. The mean age of onset is above 55 years,
and it is rare in people aged less than 55 years. Risk fac-
tors for manifestation of GCA are age and female sex
(women to men ratio is 2 : 1); also a genetic background
and infection may play a role in it [1, 2]. The most com-
mon symptoms of GCA are results of the involvement
of the temporal artery and other medium-sized arteries
of the head and the neck; these signs may include the
headache, jaw and tongue claudication, tenderness and
sensitivity on the scalp, neck pain, acute tinnitus and vi-
sual disturbances [3]. For this reason GCA should always
be considered in the differential diagnosis of a new-onset
headache in patients older than 50 years of age or with
an elevated erythrocyte sedimentation rate [4, 5]. Gen-
eral manifestations, such as a moderate fever, vertigo,
bruits, fatigue and malaise may also be present [4, 5]. In
the physical examination of patients with Horton’s dis-
ease, palpation of the head reveals prominent temporal
arteries with or without pulsation, tenderness and red-
ness of the temporal area, and even the signs of ischemia
might be seen [6]. Laboratory tests may disclose a raised
erythrocyte sedimentation rate, elevated platelets count,
alkaline phosphatase and C-reactive protein as inflam-
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matory markers [7]. Using radiological examination such
as the temporal arteries’ ultrasound, angio-computed
tomography or magnetic resonance imaging might be
helpful for non-invasive diagnosis of this disorder [8].
Temporal artery biopsy remains the important standard
for diagnosis of this vasculitis. Histopathological changes
characteristic for the disease are transmural inflamma-
tion of the intima, media and adventitia of affected arter-
ies, as well as infiltration by lymphocytes, macrophages
and multinuclear giant cells. Mural hyperplasia may lead
to arterial narrowing, resulting in distal ischemia [9-11].
The American College of Rheumatology (ACR) has estab-
lished criteria for the classification of giant cell arteritis
[12]. The presence of three or more out of five criteria
(age > 50 years at disease onset, new onset of localized
headache, temporal artery tenderness or decreased tem-
poral artery pulse, ESR = 50 mm/h and artery biopsy) is
particularly helpful for diagnosing patients especially
those with an atypical presentation of giant-cell arteritis
and unusual clinical manifestation. Corticosteroids, typi-
cally a high dose of prednisone (1 mg/kg/day), are the
mainstay of therapy and must be started as soon as pos-
sible. Oral steroids are at least as effective as intravenous
steroids and their dose reduction may require even 2 or
more years because the typical patient with giant-cell
arteritis should remain on steroid therapy for approxi-
mately 2 years [13]. In steroid-resistant cases, drugs such
as cyclosporine, aspirin, azathioprine or methotrexate
may be used [14, 15]. In patients with a severe form of the
disease and at high risk of prolonged therapy, adverse
events of corticosteroids therapy are often observed.
For individualized treatment for this group of patients,
blockade of interleukin 6 (tocilizumab) and interleukin 1
(gevokizumab) is being evaluated in clinical trials [16].

A 77-year-old female with co-morbidities (i.e. hyper-
tension, paroxysmal atrial fibrillation, allergic asthma,
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chronic renal failure) was admitted to the Department
of Internal Medicine and Allergology, Wroclaw Medical
University, Poland (hospital case number 4720/14) be-
cause of the painful small swellings on the surface of the
head associated with the pain of the right ear and a mild
headache. From the medical interview, it is known that
swellings were initially painless. Then, our patient had
the lower incisor on the left side extracted and several
days after this dental surgery, she got a fever of 38°C, the
number of small swellings on the scalp increased and ad-
ditionally swelling in the parotid glands appeared. After
the extraction the patient took antibiotics (doxycycline,
then azithromycin). This case was consulted by a laryn-
gologist and also the computed tomography of the head
was performed — there was no abscess or hematoma,
but the middle ear infection was found and treatment
with cefuroxime was recommended. Due to the lack of
improvement in the general condition, the patient was
admitted to our unit. On admission, the physical exami-
nation showed multiple, painful, palpable lumps within
the scalp, soreness and swelling in the parotid glands, es-
pecially on the right side, enlarged submandibular lymph
nodes on the right side and in the occipital region. Aus-
cultation of the lungs remained normal vesicular sound,
the heart rate was 85/min, and the abdomen was soft
and painless. Laboratory tests revealed leukocytosis
(white blood cells WBC 11.17 G/1), elevated platelets count
(PLT 440 G/1), mild microcytic anemia (haemoglobin (HGB)
12.3 g/dl), raised erythrocyte sedimentation rate (ESR 65
mm/h), increased concentration of the systemic inflam-
matory marker (C-reactive protein (CRP) 84.5 mg/l), reten-
tion of the nitrogen metabolite and reduced renal filter-
ing capacity (creatinine 1.96 mg/d|, estimated glomerular
filtration rate (€GFR) 25.63 ml/min/1.73 m?). The thyroid
hormones were within the normal limits. An assessment

of the complement system and Cl-esterase inhibitor con-
centration revealed no abnormalities. Total IgE levels were
elevated (278 1U/ml). Investigations for connective tissue
diseases and autoimmune diseases (p-ANCA, c-ANCA,
ANA) were all negative and the rheumatoid factor was
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Figure 1. The patient before treatment — redness and pain-
ful swellings in the area of the right temporal artery

undetectable. Blood cultures were sterile. The chest
X-ray, except the small pleural thickening in the left cor-
ner near the diaphragm, did not show any changes in
the lungs. During the abdominal ultrasound examination,
fatty liver and stones in the gallbladder were diagnosed.
On the third day of hospitalization, there was observed
a significant thickening in the course of the right tempo-
ral artery, redness of the skin in this area. Palpable and
painful nodules in the course of that artery was seen
and associated with the pain of all the facial skeleton,
particularly around the lumps (Figure 1). The ultrasound
flow in the vertebral and carotid arteries was correct and
did not show the presence of atherosclerotic and inflam-
matory lesions inside. Therefore, taking into account the
information obtained from the clinical presentation and
the overall diagnostic studies, the diagnosis of Horton’s
disease was established. In treatment, a high dose of
corticosteroids (methylprednisolone) was administered,
what gave relief of inflammation and diminished tumors
of the temporal artery on the head and pain relief within
a few days (Figure 2). After the symptoms have been al-
leviated the results of the blood tests changed as follows:
WBC 13.62 G/|, PLT 265 G/|, HGB 13.6 g/dl, ESR 38 mm/h,
CRP 0.8 mg/l, creatinine 1.73 mg/dl, eGFR 28.56 ml/
min/1.73 m? In the angio-computed tomography of the
head, except for bilateral calcification in traps of the
internal carotid artery, venous sinus hypoplasia of the
left and a small thrombus in the right lateral bay, there
were no other lesions, especially artery wall sickness
and narrowing of the artery diameter (Figures 3 A, B).

Figure 2. The patient a few days after introducing cortico-
steroids (methylprednisolone) — reduction of swellings of
the temporal artery and redness of its area

Advances in Dermatology and Allergology 5, October / 2017

511


http://en.wikipedia.org/wiki/Erythrocyte_sedimentation_rate

Krzysztof Gomutka, Joanna Radzik-Zajac, Urszula Zaleska-Dorobisz, Bernard Panaszek

E

Figure 3. A— Angio-CT of the head revealed the absence of pathological changes in the wall of the right temporal artery.

B — Angio-CT 3D reconstruction of the head without changes in the course of the right temporal artery

Also B-mode ultrasound presents the normal blood flow
of the artery at this time (Figure 4).

This 77-year-old woman with a new temporal head-
ache and increased ESR fits the GCA caused Horton’s
disease criteria established by ACR. Horton’s disease
in elderly patients should be still left for the differen-
tial diagnosis, especially after excluding other causes of
headaches and despite an ESR of over 50 mm/h [17, 18].
The ischemic features, such as jaw claudication or vision
deficits were absent. In our case, initially the symptoms
were combined with a recent dental procedure during
which bacteremia and mechanical tissue damage could
be triggers for pathological inflammatory mechanisms
associated with Horton’s disease. This confirms that GCA
may appear with highly variable clinical forms and situa-
tions, making diagnosis difficult. An atypical presentation
of the disease with the unusual clinical manifestation is
being confirmed in the current literature, what reminds
about the serious problem with underdiagnosis or inad-
equate management assessing the so-called “masked
GCA” [19-21]. The authors of publications cited above
specify the orofacial manifestations present with a va-
riety of related clinical signs and symptoms as the most
common clinical reasons for the delay of diagnosis or
misdiagnosis of Horton’s disease especially in older per-
sons. Also in the presented patient, results of the rheu-
matoid factor and connective tissue diseases markers
were all negative, but it is important to mention that in
some older patients, polymyalgia rheumatica can coexist
with giant-cell arteritis [22-25]. The temporal artery biop-
sy was not performed, but the typical clinical picture in-
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Figure 4. B-mode ultrasound presents the normal blood
flow of the right carotid artery

cluding laboratory abnormalities and symptoms allowed
us to make a certain diagnosis supported by a good
therapeutic effect after corticosteroids (ex iuvantibus di-
agnosis). Besides, rapid effectiveness of corticosteroids
is rather rarely seen in these cases as it takes 1-2 years
to get control of vasculitis in Horton’s disease [26]. The
absence of vascular changes in radiological examinations
in the presented case indicate a mild course of vasculitis,
which is rather rare and unusual in GCA. In the end, this
case is yet another reminder that Horton’s disease is still
an important medical problem in elderly patients as well
as it is present in clinical practice in which early diagnosis
of GCA is of paramount importance.
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