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CASE REPORT

Introduction

An unusual cause of obstructing laryngeal edema: Forestier’s
disease. Case report and literature review
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Abstract. Forestier’s Disease or Diffuse Idiopathic Skeletal Hyperostosis (DISH) is a systemic condition
characterized by the ossification and calcification of ligaments and entheses. DISH is observed on all con-
tinents and in all races, but most commonly in men over 50 years of age. Clinical symptoms resulting from
DISH are related to altered skeletal biomechanism that may lead to decrease range of motion and painful
stiffness of the axial and peripheral locomotor apparatus. When hyperostosis is localized at the spine at the
level of glottic plane, it can lean to EN'T symptoms including swallowing disorders, dysphonia, rarely dyspnea.
The case report proposed refers to a rare DISH clinical presentation with chronic dyspnea. Fiber optic laryn-
goscopy was performed: a mucous flap of the posterior wall of the sovraglottic larynx reduced the respiratory
space, the edematous tissue was aspired below during inspiration. CT with contrast medium was performed
and osteophitic process of the anterior longitudinal ligament was diagnosed, in complete absence of neoplas-
tic neoformation. At first conservative treatment was decided and corticosteroid therapy was introduced. He
was managed successfully with an anterior cervical osteophytectomy. DISH is not a rare disease, but it is often
undiagnosed. This diagnostic hypothesis should be considered in elderly patients presenting with dysphagia,
dysphonia, sleep apnea, pharyngeal globus, which are common symptoms in otolaryngology practice. The
suspicion must lead to an endoscopic and radiologic investigations. Early diagnosis is important for the initia-
tion of a multidisciplinary approach that will improve the patient’s quality of life. (Www.actabiomedica.it)
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incidence is estimated to be 12-30% in patients over the
age of 65, depending on gender (F = 15%; M = 25%)(4).
Forestier’s disease was first described by Forestier

and Routes-Querol (1) in 1950 and subsequently re-
named Diffuse Idiopathic Skeletal Hyperostosis
(DISH) in 1975 (2). It is characterized by a non-
inflammatory ossification of the anterior vertebral lon-
gitudinal ligament, therefore, it can affect the entire
spine and subsequent development of osteophytes (3).
The ethiopathogenesis of DISH is still unclear to date,
although recent studies attribute it to the association of
genetic risk factors and acquired metabolic factors. The

Case report

82-year-old, male patient has come to the atten-
tion of our clinic, in January 2020, for weighty dyspnea
and inspiratory stridor and dysphonia for about a year.
He has hypertension and poorly controlled type II dia-
betes mellitus. Then he performed fiber optic laryn-
goscopy which highlighted hyperplastic mucosal flaps
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of the postero-superior part of the larynx, which was
aspirated below the glottic plane, which was not fully
viewable, during inspiration (shown in Figure.1).
Therefore, the patient was hospitalized and wait-
ing to be subjected to an eventual emergency tracheot-
omy, he performed a neck CT with contrast medium,
that confirmed the presence of a gross osteophytic
process and ossification of the anterior longitudinal
ligament at the somatic bodies C2-C5 which deter-
mined a significant compressive effect on the posterior
wall of the subglottic larynx, with a clear reduction of
the aerial column, in complete absence the neoplas-
tic tissue (shown in Figure.2). He performed an x-ray
of the lumbar spine and pelvis, which ruled out the
inflammatory involvement of the sacroiliac joint, thus
avoiding the diagnosis of ankylosing spondylitis (AS).
‘We undertake conservative treatment at first, con-
sidering the chronicity of dyspnea and the absence of
current indication for an emergency tracheotomy, by
administering IV corticosteroid drugs (betamethasone
4mg IV bid). In the days following, there was a progres-
sive improvement in subjective respiratory symptoms but
they haven’t completely regressed; in fact at a fibroscopic
check, the patient showed persistence of oedema. Then
we asked a neurosurgical evaluation, during which the in-
dication for an intervention was given. In February 2020,
the patient performed an intervention for the removal

Figure 1. Fiber optic laryngoscopy performed on admission,
showing laryngeal mucous flap (*): glottic plane not explorable.

of osteophytosis of the anterior cervical spine, through a
left anterolateral cervicotomy. At the first post-operative
ENT control, which showed oedema stay unchanged,
it was decided to undertake a new steroid therapy with
deflazacort 30 mg per OS: one tablet bid for 20 days,
then qd for other 10 days. The use of this corticosteroid
is justified by the fact that it has little interference with
glucose metabolism and therefore was better tolerated
by the patient. Although, to the next check, the oedema
did not completely regress, there was an improvement in
dyspnea and dysphagia and a substantial reduction of the
mucous flap, such as to make the glottic plane currently
explorable. (shown in Figure 3).

This picture was also confirmed by a new neck
CT scan, brought for inspection at the last check-up.
(shown in Figure 4)

The patient underwent to monthly check-up in
which the reduction of oedema and the stability of
the clinical picture was confirmed, after six months of

follow-up.

Discussion

The genetic risk factors concern polymorphisms
of the gene COL6A1, that codifies for the alpha helix
chain of the collagen fibres of type VI, which is an ex-
tracellular matrix protein that might serve as a scaffold
for osteoblastic or pre-osteoblastic cells or chondro-
cytes that subsequently proceed to membranous or en-
dochondral ossification (4).

Figure 2. Neck CT scan performed on admission, showing the
reduction of air space at the laryngeal level.
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Figure 3. Fiber optic laryngoscopy performed at the last
checkup (six months after admission), showing reduction of la-
ryngeal mucous flap: glottic plane explorable.

Genetic risk factors are often associated with meta-
bolic factors, like obesity, dyslipidemia, hypertension,
glucose intolerance, type 2 diabetes, hyperuricaemia, hy-
perinsulinaemia and possibly elevated growth hormone
and insulin-like growth factor 1 (IGF- 1) levels. IGF-1,
in fact, mediates the actions of growth hormone on bone
by stimulating the proliferation of fibroblasts and chon-
drocytes (4). Our patient was suffering from type II dia-
betes mellitus and a related metabolic syndrome, with
signs of vascular microcirculation damage at the retina
level, as well as being in long-term hypertension therapy.

Very often the DISH is confused with AS, even
if it differs from this for the absence of inflammatory
signs of the sacred-iliac articulation and for the absence
of the aplotype HLA-B27, which is typical of the AS.

The clinical presentation of the DISH is poly-
morphic, it can remain completely asymptomatic or
manifested with ENT symptoms, such as dysphagia and
swallowing disorders, for involvement of the cervical ra-
chis with subsequent pneumonia ab-ingestis (5); while if
the osteophytes localize to the level of the glottic plane,
they can cause dysphonia for ab-extrinsic compression,
up to the palsy of the vocal cords and less frequently arise
with wheezing. Another rare clinical situation, already
described by Marks B. et al. in 1998 is the one presented
in our case-report of hypopharyngeal-laryngeal oedema.

The diagnosis is purely radiological and follows
criteria outlined in 1978 by Rensick (2). The presence

Figure 4. Neck CT scan performed six months after admission,
showing a significant increase of air space at the laryngeal level.

of flowing calcification and ossification along the
anterolateral aspect of at least four contiguous ver-
tebral bodies with or without associated localized
pointed excrescences at the intervening vertebral body
intervertebral disc junctions;

1. relative preservation of intervertebral disc
height in the involved area and the absence of
extensive radiographic changes of “degenera-
tive” disc disease, including vacuum phenom-
ena and vertebral body marginal sclerosis; and

2. absence of apophyseal joint bony ankylo-
sis and sacroiliac joint erosion, sclerosis, or
intraarticular osseous fusion.

The treatment depends on the severity of symp-
toms and it can be conservative with anti-inflamma-
tory therapy, and be sufficient as it was been in our
patient, or in the most serious cases, it is recom-
mended to resort to a surgical therapy designed to
remove osteophytis.

Conclusion

In view of data on the incidence of DISH and
the fact that the presentation of the disease with la-
ryngeal edema is not very frequent, we recommend to
take into account once excluded the other most fre-
quent causes and to put in place adequate medical or
surgical therapy, or by exploiting the synergistic effect
of both therapies, as in our case and in cases with
severe symptoms.
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