Case study

EAGLE SYNDROME: A CASE REPORT AND REVIEW OF THE LITERATURE

ABSTRACT

Eagle's syndrome, stylo-carotid syndrome, elongated styloid process syndrome or American
syndrome is a rare and controversial entity. It is characterized by a long styloid process
causing irritation of the surrounding structures. We report a case of Eagle's syndrome of
incidental discovery in a 53-year-old patient, with no particular history, who presented with
intense left retro-mandibular pain evolving for two years. A computer tomography
angiography (CTA) of the supra-aortic trunks was ordered and showed two bilateral bony
processes extending from the styloid process towards the lesser horn of the hyoid bone,
indicating ossification of the stylohyoid ligament, which led to the diagnosis of Eagle
syndrome.
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INTRODUCTION

Eagle's syndrome is a rare radio-clinical entity characterized by a long styloid process or
ossification of the stylohyoid ligament. It occurs when the stylohyoid complex conflicts with
surrounding anatomical structures. It is a frequent cause of neck and craniofacial pain. This
relatively frequent syndrome, which is not systematically investigated, is rarely diagnosed. Its
diagnosis, according to Eagle [2], is clinical and confirmed by imaging means, especially
Computer tomography (CT) [3-5], which plays a fundamental role in the surgical therapeutic
management.

CASE REPORT

This is a 53-year-old female patient, with no particular pathological history, presenting with
intense left retro-mandibular pain, increased by head rotation, associated with dysphagia,
dysphonia with hypersalivation, all evolving for two years. A CTA of the supra-aortic trunks
was ordered, showing two bilateral bony processes extending from the styloid process
towards the small horn of the hyoid bone, indicating ossification of the stylohyoid ligament
(Figure 01).




Figure 01: Axial scan section after injection of intravenous contrast and in 3D reconstruction:
showing elongation of the two styloid processes (red arrowhead) arriving at the carotid space
of 34 mm in length on the right and 38 mm on the left.

DISCUSSION

Eagle's syndrome is a rare clinical entity. It was first described in 1937 by Eagle [1]. This
syndrome is due to a long styloid process and/or calcification of the stylohyoid ligament
and/or a long small horn of the hyoid bone [2]. The prevalence of long styloid apophyses
measured in several cohorts of patients from radiological images varies around 4% but only
4% of them will develop a painful syndrome [1, 3]. Eagle syndrome occurs when the styloid
process conflicts with adjacent anatomical structures: the carotid arteries, internal jugular
vein, facial nerve, glossopharyngeal nerve, vagus nerve, and hypoglossal nerve [4, 5]. Most
patients with Eagle syndrome are over 40 years old [4], with extremes of 20 and 80 years [6,
7]. The prevalence of gender in Eagle syndrome is highly controversial. The etiology of
calcification or ossification of the stylohyoid ligament remains poorly understood, despite
various theories without any scientific basis [9]. Indeed, most authors state that this syndrome
usually follows one or more traumas or surgical procedures that took place near the styloid
process (tonsil removal or dental surgery).The functional signs are variable, Eagle
distinguished three groups, the first is the classic syndrome associating cervicalgia, otalgia
and pharyngeal discomfort, the second characterized by pain along the external carotid artery
and the third asymptomatic. Palpation of the tonsillar fossae allows the diagnosis to be
suspected.

Standard radiological exploration confirms the diagnosis by showing the presence of the bony
process that extends from the styloid process to the homolateral small horn of the hyoid bone.
The superimposition of several bony structures and magnifications secondary to angulation
are potential drawbacks of conventional radiography [11].With CT, these drawbacks are
eliminated. In fact, the CT scan specifies the relationship of the calcified hyoid styloid
ligament with the neighboring vascular and nerve structures [4]. Recently, 3D CT is a
valuable tool in the diagnosis of Eagle's syndrome because of its ability to provide all
information regarding the styloid process, including its length, direction and anatomical
relationships [12].

Eagle syndrome can be treated by medical and surgical means. Non-surgical treatment
consists of reassurance and pain relief with analgesics and injections of non-steroidal anti-
inflammatory drugs and steroids [6, 8]. Some authors suggest the combination of xylocaine
with corticosteroids [1]. The palpable tip of the styloid process, the tonsil fossa and the small
horn of the hyoid bone are the injection points [1]. In the literature, this conservative
treatment is effective in the short and medium term, but requires repetitive injections in the
long term [10, 11]. Surgical treatment can be performed using one of two approaches: trans
pharyngeal or extra buccal [10, 12]. There may be persistence of the symptomatology after
surgical treatment, which leads us to ask questions about the effectiveness of the operative
technique [10] and the presence of a possible associated but unrecognized pathology.
CONCLUSION

Eagle's syndrome is a relatively easy clinical diagnosis. Imaging means, in particular CT,
allow not only an evaluation of the elongation of the styloid process but also the appreciation
of its surrounding structures within the framework of a pre-therapeutic assessment. However,
this syndrome remains unrecognized in many cases. It should therefore be considered in the
presence of neck pain and vertigo without any observed cause.
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