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Introduction

Sarcoidosis is a disease of unknown etiology, whose
pathogenesis appears to involve genetic, immunologic,
infectious, and environmental factors. It was first described
in 1889 by Ernest Besnier and is also called Besnier-Boeck-
Schaumann disease.'

In sarcoidosis, a noninfectious inflammatory process
leads to the formation of granulomas, which predominantly
affect the lungs and intrathoracic lymph nodes in
approximately 90% to 95% of cases. Close to 30% of
patients with sarcoidosis present with extrapulmonary
involvement, which may be the primary manifestation of
the disease or occur in isolation.**

Involvement of cervical vessels is an uncommon
manifestation and seldom described in the literature. This
is a case report and literature review aiming to understand
and highlight the need to assess possible extrapulmonary
sites using multimodal imaging, as well as the monitoring
of these sites after initiation of drug treatment, with a focus
on ultrasound findings.

Case report

A 61-year-old woman with complaints of headache
and bilateral neck pain for approximately 6 months in
association with weight loss and asthenia attended an
appointment with a rheumatologist, who requested
laboratory tests and an ultrasound of the carotid and
vertebral arteries as initial diagnostic tests. Vascular
ultrasound (VUS) of the carotid and vertebral arteries
showed marked diffuse bilateral perivascular thickening
along the common carotid artery, without involvement of
the internal and external branches. The vascular lumen of
the cervical vessels was also preserved (Figures 1 and 2).
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The patient’s past pathological history included previous
surgery for meningioma 2 years ago. The histological report
indicated the presence of noncaseating granulomatous
inflammation, with sarcoidosis being the leading diagnostic
hypothesis (Figure 3). The patient then underwent
computed tomography of the chest, with findings consistent
with pulmonary sarcoidosis.

Treatment with oral prednisone was initiated. There was
improvement of systemic symptoms and regression of edema
and cervical pain after 2 months of treatment. VUS of the
carotid and vertebral arteries was performed 6 months after
the start of drug treatment and demonstrated partial regression
of perivascular edema bilaterally, and ultrasound follow-up
was scheduled every 6 months (Figure 4).

Discussion

Sarcoidosis is a multisystem inflammatory disease with
an heterogenous presentation and clinical course, which
can affect any organ and progress from spontaneous
remission to multiple organ dysfunction. This heterogeneity,
associated with the overlap of symptoms with other more
common diseases, often leads to diagnostic uncertainty
and treatment delays. The diagnosis of sarcoidosis is based
on three parameters: a) clinical and imaging presentations
consistent with the disease; b) evidence of noncaseating
granulomas; and c) exclusion of alternative diagnoses.
However, diagnostic confirmation may be challenging in
the absence of pronounced chest or skin manifestations.

In case of neck pain, other diseases must be discarded,
such as carotid or vertebral dissection, Takayasu’s arteritis,
thyroiditis, or transient perivascular inflammation of the
carotid artery (TIPIC syndrome).®

In this case report, B-mode ultrasound images in
the transverse and longitudinal views showed extensive
perivascular involvement, including the common carotid
arteries but sparing the internal carotid arteries. Some features
of sarcoidosis overlap with those of Takayasu’s arteritis, such
as long-term fatigue , weight loss, neck pain, and preservation
of the carotid branches. However, in the case presented in
this report, the lesions were extravascular, the intima-media
complex was preserved, and the vessel lumen was not reduced,
unlike echocardiographic findings of Takayasu’s arteritis, in
which there is a concentric thickening of the intima-media
complex involving the posterior and anterior vessel walls,
leading to a reduction in the vessel lumen.”
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Figure 1 - B-mode ultrasound images of the left common carotid artery demonstrating the presence of significant circumferential perivascular thickening in the
(A) transverse and (B) longitudinal views. Color flow mapping showing (C and D) preserved flow and perivascular thickening along the common carotid artery
without involvement of the internal and external carotid arteries. LCCA: left common carotid artery.
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Figure 2 - Ultrasound of the right common carotid artery demonstrating A) preserved intima-media thickness in the longitudinal view, B) cervical lymphadenopathy
in the transverse view, and C) perivascular thickening in the longitudinal view. RCCA: right common carotid artery.
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Figure 3 - Immunohistochemistry of the meninges identified areas of
fibrosis, formation of noncaseating epithelioid granulomas, and structures
suggestive of asteroid and Schumann bodies, findings consistent with a
predominantly histiocytic granulomatous inflammatory process.

Perivascular inflammation of the carotid arteries
is described in TIPIC syndrome, a rare condition
characterized by neck pain and echocardiographic findings
similar to those described in our patient. Its differentiation
from sarcoidosis was made based on the location, the
persistence of the inflammatory process, and the presence
of cervical lymphadenopathy. The most frequent site of
carotid artery involvement in patients with TIPIC is the
carotid bifurcation, more precisely the bulbar region.?

Corticosteroid therapy remains the first-line treatment
for sarcoidosis, except when contraindicated.” If the
disease is not controlled in the induction phase (generally
within 3 to 6 months), the use of immunosuppressants as
second-line treatment can be considered.

Conclusion

Sarcoidosis is an inflammatory disease with a challenging
diagnosis, in which vascular involvement is extremely rare.
The VUS proved to be a reliable tool in the detection of
perivascular inflammatory involvement of the extracranial
carotid artery and cervical lymph nodes, which was crucial
in the differential diagnosis between sarcoidosis and other
nonatherosclerotic diseases involving the cervical vessels.
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Figure 4 - Ultrasound of the common carotid arteries demonstrating a reduction in perivascular thickening bilaterally, after the start of clinical treatment.
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