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ABSTRACT

There are limited data on the relapsing polychondritis (RP). RP is an uncommon autoimmune disorder 

that is characterized by recurrent inflammation and destruction of the cartilage and connective tissue in 

various parts of the body with a high risk of misdiagnosis. Here we present a rare case of a 43-year-old 

female with relapsing polychondritis with tracheal involvement.
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Introduction

Relapsing polychondritis (RP) is a rare, autoimmune, mul-
tisystem disease characterized by antibodies to type II col-
lagen in its pathogenesis, which is accompanied by episodic 
inflammatory attacks in articular and non-articular cartilage 
tissue [1,2]. Airway manifestations are the most comment 
cause of morbidity and mortality in the disease [3]. 

Case Report

A 43-year-old female patient was admitted to our emer-
gency department in 2015 with nausea, vomiting, and 
sudden respiratory distress. The patient with severe 
tachypnea and stridor revealed carbon dioxide (CO2) re-
tention and respiratory acidosis in the arterial blood gas. 
The patient, whose airway safety was at risk, was intu-
bated under emergency conditions and admitted to the 
anesthesia intensive care unit. The patient who did not 
have a disease associated with lung parenchyma, which 
would lead to carbon dioxide retention. In the computed 
tomography of the thorax (CT) tracheal wall thickening 
and tracheal lumen narrowing were detected (Figure 1). 

Figure 1. Thorax CT shows tracheal wall thickening and stenosis of 

the tracheal lumen.

It was understood from the hospital records that 
the patient was diagnosed with RP due to swelling and 
edema in her ear 2 years ago. In the thorax tomography 
taken at this date, there was no thickening and stenosis 
in the wall of the trachea (Figure 2). 

Figure 2. At the time of diagnosis of relapsing polychondritis (two 

years ago); trachea is normal in the thorax CT.

In PET/CT taken after thorax tomography, thick and 
asymmetric hyperdense views belonging to the tracheal 
walls, which did not show significant hypermetabolic 
activity, were detected (Figure 3). 

Figure 3. In F18-FDG PET-CT, it was interpreted as asymmetric 

hyperdense views of the trachea walls, which were not normal and 

showed significant hypermetabolic activity.

The patient was intervened with a rigid broncho-
scope numbered 6.5. It was observed that the airways 
were hyperemic and edematous. No formation taking up 
endobronchial lesion was detected. However, during the 
maneuver with a rigid bronchoscope, the tracheal lumen 
was seen to collapse again. Tracheal stent implantation 
was planned for the patient whose extubation attempt 
was unsuccessful. During the stent application, the pa-
tient who developed CO2 retention stent attempt to the 
patient failed. The patient was intubated and returned to 
the anesthesia intensive care unit. Upon widespread de-
velopment of subcutaneous emphysema, control thorax 
and abdominal CT were taken. There was pneumotho-
rax in the left hemithorax, widespread air was detected 
in the retroperitoneal region and abdomen (Figure 4). 
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Figure 4. Thorax CT shows pneumothorax in left hemithorax, dif-

fuse air in the retroperitoneal area and abdomen.

Tube thoracostomy was performed to the left hemi-
thorax. The patient underwent laparoscopy and the air 
in the abdomen was drained, but no perforation was 
detected. After re-bronchoscopy, mucosal laceration 
was detected in the left main bronchus in an area of ap-
proximately 0.5 cm. The chest drain was removed on 
the 6th day after the procedure after the follow-up of the 
patient, due to the expansion of the chest x-ray and no 
air and fluid drainage from the chest tube. The patient, 
whose medical treatment is continued in the intensive 
care unit; On the 11th day after laparoscopy, pseudomo-
nas aeriginosa growth in bronchoalveolar lavage (BAL) 
culture. The patient died on the 28th day due to uncon-
trolled infection due to sepsis.

Written informed consent was obtained from the patient 
for publication of her data.

Discussion

RP is a systemic disease causing inflammation of carti-
laginous structure in multiple organs [4]. RP progresses 
as attacks. Our patient had three known attacks. Our 
patient had her first RP attack in 2013 with edema and 
swelling on the auricle. Edema develops in the airway 
during the active period of the disease, and fibrous tis-
sue develops due to chronic inflammation in the late 
period and the airway collapses due to the destruction 
of the laryngotracheal cartilages [5]. The estimated in-
cidence is 3.5/1,000,000/year [6]. Airway involvement 
is present in up to 50% of patients with RP and is a 
major cause of morbidity and mortality [7]. PET/CT 
is a potentially powerful tool for the early diagnosis of 

RP, especially in patients without easily biopsied organ 
involvement [8]. This method also facilitates the evalu-
ation of disease coverage and disease activity. PET/CT 
examinations performed in our patient were interpreted 
as thick and symmetrical hyperdense views belonging 
to the tracheal walls, which did not show significant 
hypermetabolic activity. Lung infections develop more 
frequently secondary to obstruction, which occurs as a 
result of infection and scarring [4]. In our patient who 
developed respiratory tract infection during follow-up 
in the intensive care unit, Pseudomonas aeruginosa was 
grown in the bronchoalveolar lavage taken during bron-
choscopy. The patient died on the 28th day of her hospi-
talization due to sepsis.

In conclusion, relapsing polychondritis is a recurring 
inflammatory disorder of unknown etiology causing 
inflammatory reactions in the cartilaginous structures 
of the nose, ears, trachea, and the joints. Larynx, tra-
chea, and bronchi are most frequently affected. Due to 
the rarity of the disease, there is no standardized treat-
ment approach, and the treatment is guided by the clini-
cal presentation and the severity of the disease [9]. The 
presented case was a patient who was diagnosed with 
relapsing polychondritis 2 years ago and developed tra-
cheal involvement while under treatment, resulting in 
death. Detection of respiratory involvement at an early 
stage can significantly reduce mortality.
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