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Abstract Case Report

Takayasu Arteritis (TA) is a granulomatous systemic vasculitis that mainly involves the aorta and its large branches.
Its etiology is unknown; however, several triggering factors have been reported. Infectious agents are thought to have a
role in the disease pathogenesis mainly mycobacterium tuberculosis. Early diagnosis is sometimes challenging in the
absence of adequately sensitive biomarkers and the intermittent nature of this disease. We present here a thirteen-year-
old girl who fell down on her chin and fractured her 21% tooth, presented to us with posttraumatic febrile illness and
unilateral headaches. A diagnosis of posttraumatic left mandibular osteitis was done initially supported by clinico-
radiological and histopathological findings. Due to treatment resistance and appearance of other clinical features
mainly “Arterial hypertension and prominent carotid pulsations” the diagnosis of TA was considered. Treatment by
corticotherapy was initiated but because of corticodependence, infliximab and methotrexate were introduced and
permitted us to stop steroid therapy, without any flare or new attempt 4 years after diagnosis. We suggest that these
rare granulomatous diseases can co-occur and should be evoked in atypically evolving cases.
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LIST OF ABBREVIATIONS:

TA: Takayasu Arteritis

PReS: Pediatric Rheumatology European Society
EULAR: European League Against Rheumatism

INTRODUCTION

Actinomyces are gram-positive, non-acid-fast,
anaerobic to microaerobic filamentous organisms that
cause chronic granulomatous disease. They are
commensals of the oropharynx and the gastrointestinal
and genitourinary tracts. Actinomycosis is characterized
by a wide spectrum of clinical presentations including
constitutional symptoms. Takayasu arteritis (TA) is a
rare granulomatous systemic vasculitis that mainly

involves the aorta and its large branches. Its etiology is
unknown; however, several triggering factors have been
reported in literature, including infectious agents,
mainly ~ Mycobacterium  tuberculosis. Genetic
susceptibility and inflammatory diseases are also
reported to play a role in disease pathogenesis. Here, we
present a 13-year-old patient who demonstrated a
challenging diagnostic course. After year-long
antibiotic treatment for actinomycosis following
posttraumatic dental infection provided only partial
relief for this patient, that revealed an underlying
systemic issue of TA diagnosed with magnetic
resonance angiography. The co-occurrence of TA and
actinomycosis has not previously been reported. We

| © 2020 Scholars Journal of Medical Case Reports | Published by SAS Publishers, India

[ 623 |




Faris Althubaiti et al., Sch J Med Case Rep, June., 2020; 8(6): 623-626

suggest that there might be an association between
Actinomyces and Takayasu arteritis.

CASE PRESENTATION

A 13-year-old girl of Moroccan origin
presented initially with a traumatic dental fracture of
tooth 21. Local treatment with removal of dental braces
was done by her dentist. One month later, she reported
again with a febrile illness and a unilateral cervical
mass associated with unilateral headaches. Clinically,
she was febrile with left mandibular swelling and
cervical lymphadenopathy. A course of josamycine was
prescribed with no clinical improvement.

At the time of referral, she presented with
persistence of her initial symptoms, an appearance of
fatigue, and an increase in mandibular mass size in
association with mandibular pain and tenderness. A
blood workup revealed an inflammatory syndrome with
C-reactive protein (CRP) at 82 mg/L, anemia with
hemoglobin levels at 9.2 g/dL and a mean corpuscular
volume of 67 fL/cell, and ferritinemia at 26 ug/L.
Panoramic dental X-ray images were normal. A
computed tomography scan and magnetic resonance
imaging of her head and neck revealed myositis of the
left masseter and medial pterygoid muscles with
submandibular adenopathy and osteitis by contiguity
(Figure-1).

A course of oral amoxicillin and clavulanic
acid was prescribed without much improvement, and
iron supplementation was prescribed to address the iron
deficiency. Ultrasound-guided and protected muscular
and bone biopsies were performed. Tissue culture was
positive for penicillin-sensitive Actinomyces with a
minimum inhibitory concentration of 190 mg/L. The
initial histopathology reports a granulomatous vasculitis
associated with micro-emboli of the masseter muscle
that could be attributed to local infection of either
tuberculosis or actinomycosis, or to systemic vasculitis
(Figure-2). A diagnosis of mandibular actinomycosis
was retained because of the clinical presentation and the
positivity of the protected samples.

She was treated with first-line antibiotics, with
intravenous amoxicillin -~ (200 mg/kg/day) plus
clindamycin (45 mg/kg/day) for one month, followed
by oral therapy with the same antibiotics and dosage for
3 months. Due to the persistence of mild inflammatory
signs in the masseter associated with an elevated CRP
(66.9 mg/L), intravenous antibiotic therapy was then
prescribed with amoxicillin plus clavulanic acid (co-

amoxiclav) for 5 months, followed by oral amoxicillin
plus clavulanic acid and clindamycin for 3 months.
During this treatment, the nadir of CRP was 16 mg/L
and varied between 30 and 60 mg/L in association with
transient recurrence of left submandibular induration.

At the end of this sequence, the reappearance
of headaches, in addition to the development of
hypertension, bilateral carotid murmur, and right
femoral thrill led us to perform vascular ultrasound and
magnetic resonance angiography. Magnetic resonance
angiography showed left common carotid arteritis,
diffuse sub-diaphragmatic aortitis, supra and subrenal
aneurysms, and stenosis of the right and left common
iliac arteries (Figure-3). A diagnosis of Takayasu’s
arteritis was made based on the clinical course and
radiological findings that complete the European
League Against Rheumatism (EULAR) diagnostic
criteria. Antibiotic therapy was stopped, and she was
then treated with prednisone (2 mg/kg for 1 month with
a progressive decrease), with a good response for
mandibular lesions, hypertension, and inflammatory
markers, but persistence of multiple stenosis. Because
of corticodependence, infliximab and methotrexate
were introduced and permitted us to stop steroid
therapy, without any flare or new attempt 4 years after
diagnosis.

Fig-1: Magnetic resonance imaging of the head and neck shows a
left submandibular mass
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Fig-2: Photos of vascular sections showing parietal wall inflammatory infil
eosin, magnification x20

Fig-3: Magnetic resonance angiography with the green arrow
pointing to supra- and subrenal aneurysms, and blue arrow
pointing femoral stenosis

DiscussioN

Actinomycosis is not a common infection,
affecting mainly immunocompromised persons. The
cervicofacial type is the most common, which can arise
following dental manipulation or a traumatic event to
the mouth and face. This kind of infection can also
occur spontaneously in patients with poor dental
hygiene. Fevers and chronic painless or painful soft
tissue swelling of the perimandibular region with
lymphadenopathy at late stages are the most commonly
presenting symptoms. Local tissue involvement, such as
involvement of bone and muscle (periostitis and
osteomyelitis), can occur in up to 11.7% of cases, with
the mandible being the most common site of bone
disease [1, 2].

Isolation of Actinomyces is difficult, especially
after the use of antibiotics, with a failure rate up to more
than 50%. Gram staining is a more sensitive technique,
but molecular methods are more rapid and accurate for
identification. Diagnostics are challenging because
Actinomycetes belong to the commensal flora of the

mouth. Antibiotic therapy for actinomycosis should
encompass a broad spectrum that covers other
organisms depending on the site of infection. p-lactam
and  B-lactamase  inhibitors are traditionally
recommended for a duration ranging from six to twelve
months depending on the severity of disease and
whether surgical resection was involved. In our case,
the clinical presentation, positive protected samples,
and initial evolution validate the initial diagnosis.

The diagnosis of TA was certain because of
the presentation and initial histology that identified
vasculitis that was consistent with systemic vasculitis.
This is a rare granulomatous systemic vasculitis that
mainly involves the aorta and its large branches, leading
to stenosis and aneurysm formation in severe cases. It
affects all ethnicities with a higher incidence in
Southeast Asia, Africa, and South and Central America
[3, 4]. It has an estimated incidence of 2.6/1000000
over all age groups with a female predominance [5, 6].
There is a broad spectrum of clinical presentations,
ranging from constitutional symptoms in the early acute
inflammatory phase to wvascular occlusive disease
manifestations in the chronic phase. Consensus
diagnostic criteria have been suggested by the Pediatric
Rheumatology European Society (PReS) and the
European League Against Rheumatism (EULAR) that
mandate the presence of a radiographic abnormality in
association with at least one of the other TA features
[7]. The clinical presentation of our patient is
compatible with those described in large case series,
such as Brunner et al., [6] that have done a systematic
review of 241 patients and reported that hypertension
(82.6%), headache (31.4%), fever (29.4%), dyspnea
(23.3%), weight loss (22.1%), and bruits (16.5%) were
the most common clinical features at the time of
diagnosis in children.

The etiological and predisposing factors for
TA are not clearly identified. Genetic susceptibility
influenced by environmental and infectious agents is
strongly suggested [8]. TA can also occur in association
with a variety of autoimmune diseases like systemic
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lupus erythematosus and inflammatory bowel disease
[9]. Heat shock protein-65 expression in vascular tissue,
which is also produced by other tissues in response to
stress, is thought to have an important role in the
pathogenesis of TA [10]. Mycobacteria is the most
commonly suspected infectious agent to cause TA. The
granulomatous nature of the disease, as well as
molecular similarity between the Mycobacterium heat
shock protein and its human homologue (hHSP60)
prompting an immune response, are the most apparent
links [11, 12]. To our knowledge, our case is the first to
report the co-occurrence of TA and actinomycosis. The
similarity between Mycobacteria and Actinomyces in
presenting a granulomatous reaction in tissue might
provide a common etiologic mechanism related to TA,
although there is currently no evidence demonstrating
the nature of the link between tuberculosis and TA.

There are several reasons why TA was not
initially considered in the diagnosis of the present case.
Orofacial actinomycosis could require a long course of
systemic antibiotics in the case of osteitis in an
immunocompetent patient. For our patient, after
remission, when the second-line therapeutic window
was completed, moderate systemic inflammatory
features persisted but neither suppurative inflammation
nor abscess or sinus formation occurred. Furthermore,
the imaging features are usually nonspecific in a
diagnosis of actinomycosis, as they were for our patient,
as they might be similar to those found in many other
inflammatory or neoplastic pathologies [13, 14].

An early onset of TA at the time of
presentation is highly suspected in this patient, but
because of the mandibular trauma and the identification
of Actinomyces in tissue culture, we could not rule out
concomitant actinomycosis. We conclude that our
patient contracted both diseases; the rarity of them and
the TA physiopathologic hypothesis suggest a
relationship, but it is impossible to assert which disease
has promoted the other.

CONCLUSION

We emphasize here the importance of
considering vasculitis in the list of differential
diagnoses of infectious cases that do not show a good
response to antibiotics therapy. A negative initial
workup does not rule out vasculitis and it is always
worth it to repeat the work up as the disease progresses.
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