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Introduction 

Relapsing Polychondritis (RP) is a rare connective tissue inflammatory 

disease with autoimmune characteristics [1], [2] characterized by 

recurrent inflammation of the hyaline cartilages. The term 

“polychondropathy” was first employed in 1923 by Jaksch- Wartenhorst. 

The incidence of RP is approximately three in a million, affecting mainly 

patients between 20 and 60 years old, with a peak incidence at 40 years, 

with only 5% of cases seen in childhood. Other concomitant autoimmune, 

rheumatological and hematological diseases are observed in 30% of 

patients [3]. It is believed that specific antibodies and immune responses 

against type 2 collagen, that develop in up to two thirds of patients with 

the disorder, are responsible for the pathophysiology of RP [1],[4]. In 

addition to the uncertainty of the etiology, the duration and severity of the 

disease and the developed symptoms can vary significantly. 

Laryngotracheal and bronchial involvement is observed in only 10% of 

cases5. Laryngotracheal stenosis may develop in some of these cases, 

worsening the prognosis, fatal in the most severe cases [1],[4]. 

Case Report 

The study was approved by the National Research Ethics Committee, 

CAAE: 38664820.0.0000.8114 – Comissão Nacional de Ética em 

Pesquisa (CONEP, in the Portuguese acronym) and was performed in 

accordance with the ethical standards as laid down in the 1964 

Declaration of Helsinki. 

Female patient, 59 years old, presented intermittent dyspnea which 

worsened progressively for 10 years. Patient showed improvement after 

initial therapy with oral corticosteroids, which at first, led to a diagnosis 

of Bronchial Asthma. Bronchodilators and inhaled corticosteroids were 

included in her treatment, without improvement. A spirometry test was 

performed, with results within normal standard values, ruling out the 

initial diagnosis. A bronchoscopy revealed laryngotracheal stenosis. A 

biopsy of glottic region was carried out, which demonstrated edema and 

a nonspecific lymph- plasmocytic infiltrate of the chorion, with no signs 

of malignancy. 

The computed tomography (CT) of the neck (Figure 1), presented 

minimal calcification amidst a circumferential thickening of the cartilage 

which lines the infraglottic region of the trachea – minimal transverse area 

of air column measuring 32mm2. 
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Abstract 

Relapsing Polychondritis is a rare, multisystem autoimmune disease still of unknown origin, characterized by recurrent 

inflammation of the hyaline cartilages. 

The involvement of Laryngotracheal cartilages in polychondritis is one of the most serious known complications, observed 

in 50% of patients with worse prognosis. Among the causes of death, laryngotracheal stenosis associated with pneumonia or 

severe respiratory failure stands out, and may be found in 10% to 50% of patients with the disorder. 

We describe a case of relapsing polychondritis in a female patient, with dyspnea as an initial manifestation, in which Grade 

III Cotton-Myer Laryngotracheal Stenosis was later confirmed. During the 10 years of investigation, clinical treatment 

stabilized the disease, but the respiratory distress persisted, which prompted the patient to be submitted to surgical correction 

of laryngotracheal stenosis. 
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These findings were supplemented with nasal endoscopy (Figure 2), 

revealing a Grade III Cotton-Myer laryngotracheal stenosis, with an 80% 

lumen obstruction and extent to the first tracheal ring, in association with 

right vocal fold dysmotility. Finally, the patient underwent Magnetic 

Resonance Imaging (MRI) (Figure 3) which demonstrated stenosis of the 

proximal trachea, in the infraglottic region, with an area of 10mm2. 

 

 

Figure 01 - Computed tomography (CT) of the neck shows small calcification areas in the infraglottic region (proximal cervical trachea). Minimal 

transverse area of air column measuring 32mm2. 

Figure 02 - An 80% laryngeal lumen obstruction observed in the nasal endoscopy 
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The diagnostic hypotheses suggested included: Leishmaniasis, Wegener’s 

granulomatosis and RP. The patient presented during following 

investigation Montenegro test with negative results and P- ANCA with 

positive results. Ultimately, the histological and laboratorial finding, in 

association with the patient’s clinical symptoms, helped determine the 

diagnosis as RP. 

The patient underwent clinical treatment with methotrexate and oral 

corticosteroids surveilled by a rheumatologist for years, with disease 

stabilization, despite maintaining dyspnea on small efforts. The patient 

was then reassessed and underwent surgical correction of the 

laryngotracheal stenosis with end-to-end anastomosis as well as 

tracheostomy with size 6 cuffless tube. 

Discussion 

RP is a rare connective tissue disease characterized by recurrent episodes 

of inflammation that affect cartilage in the ears, nose, larynx, 

tracheobronchial tree, joints and cardiovascular system, with the potential 

for permanent destruction the affected structures up to fatal outcome [2]. 

It affects the population between the ages of 20 to 60 years, with no 

predominance of sex, race4 and a strong association with HLA-DR4 [2]. 

The main pathophysiology is considered to be autoimmune [2]. This 

hypothesis is supported by the finding of antibodies against type II 

collagen in 2/3 of patients with RP [4]. 

The diagnosis of the disease is essentially clinical, and biopsy of the 

compromised structures is recommended only in cases where the clinical 

picture is atypical [2]. There are currently no specific or conclusive 

diagnostic tests for RP [2],[3],[4] and histopathological findings are not 

pathognomonic [2] - however, inflammatory parameters are useful to guide 

the diagnosis. 

The histological findings normally associated with RP are loss of the 

basophilic characteristic of the cartilaginous matrix, the formation of 

round perichondral cells and the destruction of the cartilage, with the 

replacement by fibrous tissue [4]. 

In early stages, CT shows thickening of the airway wall and attenuation of 

cartilage, with focal or diffuse narrowing of the lumen in advanced stages, 

resulting from cartilage destruction and fibrosis1[1]. 

The therapeutic approach is based on the use of non-hormonal anti- 

inflammatory drugs, corticosteroids and immunosuppressants [3]. 

Early onset of primary therapy with oral corticosteroids is associated with 

a better prognosis [4]. It has been observed that corticosteroid therapy has 

a positive impact on acute laryngeal inflammation, however it does not 

affect the prognosis when there is loss of cartilage support [4],5. 

Surgery might be necessary to correct stenosis due to airway obstruction, 

or placing of stents to maintain permeability of the tracheobronchial tree2. 

Reconstruction surgery alone is also associated with greater morbidity and 

mortality, due to risk of collapse of inflamed tissue during surgical 

approach, and postoperative complications such as infection, tracheal 

obstruction4. 

In cases of subglottic involvement, a tracheostomy is recommended. 

However, this procedure presents a high risk of fatal airway obstruction, as 

it makes it difficult to perform anesthesia when facing a difficult airway, on 

account of glottal narrowing due to cartilage destruction [4]. 

Conclusion 

Autoimmune diseases are of extremely importance amongst the 

differential diagnosis of larynx’s obstructive diseases, due to severe 

respiratory complications that must be early recognized by the 

Figure 03 - Proximal trachea, in the infraglottic region, with an area of about 10mm2. 
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otolaryngologist. 

The diagnosis of RP is challenging, as it is a pathology whose initial 

symptoms are usually mild and lead to differential diagnoses such as 

asthma. ormally, respiratory tract involvement is uncommon, being a late 

manifestation with worse prognosis, among which we highlight 

laryngotracheal structures. 

It is never enough to emphasize the importance of strict monitoring, with 

a multidisciplinary team in the differential diagnosis and treatment, with 

experience in postoperative care of laryngotracheal stenosis surgery. 
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