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ABSTRACT

This report describes a clinical case of relapsing polychondritis in a 51-year-old female patient with an
ocular history of recurrent scleritis, characteristic of the patient’s systemic disease. Considering the
rarity of the condition, we aimed to describe the case of a patient with relapsing polychondritis and
ocular involvement, which reinforces the need for greater attention to differential diagnoses for better
patient conduct.

RESUMO

Caso clinico de policondrite recidivante é descrito em paciente de 51 anos, do sexo feminino. Apresentando
historia oftalmolégica pregressa de esclerite de repeticdo, caracteristico do quadro sistémico da
paciente. Tendo em vista a raridade da doenca, objetivou-se descrever caso de paciente portadora de
policondrite recidivante com acometimento oftalmoldgico, o que reforca a necessidade de maior atencao
aos diagndsticos diferenciais para melhor conduta dos pacientes.

INTRODUCTION

Relapsing polychondritis is a rare and severe idio-
pathic condition of an immunological nature. It is
characterized by an inflammatory process in the carti-
laginous structures throughout the body that contain
type II collagen, resulting in tissue damage and des-
truction. Nasal and auricular cartilages are affected
the most; however, other proteoglycan-rich structures,
such as peripheral joints, eyes, blood vessels, upper
airways, heart, and kidneys, may also be affected'-3.

Heredity does not contribute to the onset of the
disease, and both men and women are equally affec-
ted. The disease is uncommon in childhood or adoles-
cence, and occurs between the ages 20 and 40 years,
with a peak incidence in the fourth decade of life!*.
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The most common findings of relapsing polychon-
dritis are auricular chondritis and polyarthritis, pre-
sent in >80% of the patients. Recurrent episodes of
cartilage inflammation may progress to nasal and au-
ricle deformities, as well as collapse of the cartilagi-
nous tracheal support and hypoacusis®®. Nonetheless,
the most common symptoms are usually absent in
the early stages; therefore, the condition may mimic
any other rheumatological disease involving joint,
ocular, cutaneous, or vestibular dysfunction, which
causes delayed diagnosis®. The most common forms
of ocular involvement are scleritis and episcleritis, in
addition to the equally important uveitis®®.

As there is no specific test for screening of the
disease, the diagnosis is based on the clinical mani-
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festations. The diagnostic criteria were described by
McAdam et al. and modified by Damiani and Levi-
ne*>7: (1) recurrent chondritis of both the auricles;
(2) non-erosive inflammatory arthritis; (3) chondritis
of the nasal cartilage; (4) inflammation of the ocular
structures, including conjunctivitis, keratitis, scleri-
tis/episcleritis, and/or uveitis; (5) chondritis of the
larynx and/or trachea; and (6) vestibular and/or coch-
lear lesion manifested by sensorineural hearing loss,
tinnitus, and/or vertigo. The diagnosis requires the
presence of three or more of these characteristics and
is confirmed by a biopsy, which shows the presence of
mononuclear and, occasionally, polymorphonuclear
cells, with fibrosis at the fibrochondral junction. La-
boratory changes are nonspecific and usually reflect
an inflaimmatory state. The erythrocyte sedimenta-
tion rate is often elevated**’.

CASE REPORT

The patient was a 51-year-old female with recur-
rent pain and inflammation in both eyes.

Her history included a clinical diagnosis of relap-
sing polychondritis. The diagnosis was made in a me-
dical unit and was based on the presence of classical
signs of the disease, such as saddle nose, reduced au-
ditory acuity, dysphonia, dysphagia, and ocular ma-
nifestations; hence, she was referred to our service.

She complained of recurrent symptoms of pain
and hyperemia in both eyes, at an average of four epi-
sodes yearly, for the last five years. Upon the slit lamp
examination, she presented dilated conjunctival ves-
sels, sectoral hyperemia, and pain on eye movement.
A test was performed with the instillation of 2.5%
phenylephrine eye drops, with a negative result, sug-
gestive of non-necrotizing anterior scleritis.

Associated with recurrent scleritis, her ocular
history included severe and chronic dry eye, pro-
gressing to corneal decompensation in the left eye.
Due to the corneal decompensation with eminent
perforation, she underwent corneal transplantation
of this eye in 2017, which progressed to failure.

Upon examination, she presented a 20/20 visual
acuity in the right eye and no light perception in the
left eye. She also presented corneal button opacity in
the left eye (Figure 1), for which fundoscopy could not
be performed. The right eye fundus was normal.

The ocular alterations that she presented were
consistent with those expected in relapsing polychon-
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Figure 1. The patient’s photo shows corneal button opacity in
the left eye and a characteristic sign of relapsing polychondritis, the
saddle nose.

dritis. Combined with the exclusion of other syste-
mic diseases through laboratory tests and clinical
evaluation, we reinforced the possibility of this rare
diagnosis. Scleritis was then treated with a topical
corticoid (prednisolone acetate) and oral nonsteroidal
anti-inflammatory drugs. After resolution of this con-
dition, we prescribed lubricant eye drops that were
to be used on a continuous basis. Due to poor visual
prognosis in the left eye, with no indication for a new
corneal transplantation, we opted for expectant ma-
nagement and regular ophthalmologic follow-up, in
addition to maintaining systemic follow-up with the
attending medical unit team.

DISCUSSION

Ocular involvement is frequently reported in the
course of the disease and may precede the systemic
clinical picture. Ocular manifestations are found in
50%-70% of the patients and are of great importance
because they are correlated with the signs of disease
activity'”.

Scleritis, episcleritis, and iritis are the major ocu-
lar manifestations of the disease, with diffuse ante-
rior scleritis being observed most frequently. Uveitis
occurs in 35% of the cases and presents as anterior
uveitis or sclerouveitis. Relapses and exacerbations
are common. Additionally, ocular tissue can be affec-
ted by proptosis, corneal perforation, retinal vascu-
litis, and optic neuritis, which can cause blindness,
as in the case of the patient in this report®°.
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Another important factor in the described picture
was the severe dry eye. Both scleritis and dry eye were
significant in this case, impacting the patient’s qua-
lity of life and visual prognosis.

The treatment was customized according to the
severity and location of the disease. Mild forms of
relapsing polychondritis are treated with anti-inflam-
matory and antineutrophilic agents. Advanced cases,
including those involving acute airway obstruction,
multiple relapses, and cardiovascular diseases, may
require high doses of prednisone (Img/kg per day) or
even pulse therapy with intravenous methylpredni-
solone. Although plasmapheresis, azathioprine, chlo-
rambucil, and cyclosporine may be beneficial, some
patients do not respond to any of them®®. Clinical
cases with ocular involvement are treated with topi-
cal steroids and low doses of oral prednisolone or oral
nonsteroidal anti-inflammatory drugs, usually with
the control of episcleritis and/or uveitis attacks, as
described in this clinical case.

Given the rarity of this disease, we aimed to
describe the case of a patient with this condition
presenting ocular involvement with recurrent scle-
ritis and severe dry eye. This reinforces the need for
greater attention to differential diagnoses for better
patient conduct.
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