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Abstract 

Background  Relapsing polychondritis (RP) is a chronic and recurrent inflammatory disease of the cartilage tissues 
in the body. The cause of RP is unknown, and since it is a rare disease with symptoms that affect multiple organs, 
diagnosis is often delayed.

Case presentation  A 62-year-old woman with no smoking history visited our institution complaining of fever, 
cough, and dyspnoea. Chest CT showed a stenosis from the left main bronchus to the left lower lobe branch. Bron-
choscopy visualised intense erythema and oedema at the left main bronchus, with airway narrowing. Biopsy of the 
ear revealed degenerative vitreous cartilage and fibrous connective tissue with a mild inflammatory cell infiltrate. She 
was subsequently diagnosed with RP and administered systemic corticosteroid therapy. Her symptoms improved 
rapidly, and post-treatment bronchoscopy revealed that although mild erythema of the airway epithelium remained, 
oedema markedly improved, and the airway stenosis was resolved.

Conclusions  We report a case where pre-treatment bronchoscopy was able to visually confirm RP at the acute 
stage. Since RP is difficult to diagnose, severe airway narrowing can occur prior to diagnosis. Therefore, to determine 
the stage of the disease, it is helpful to perform bronchoscopic observation before treatment. However, broncho-
scopic observation before treatment should be performed by experienced bronchoscopists due to the risk of airway 
obstruction.
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Background
Relapsing polychondritis (RP) is characterized by 
repeated inflammation of cartilages throughout the 
body, which can cause delays in diagnosis [1]. Among 
the symptoms observed, auricular chondritis is the most 
common (78% of cases), inflammation of the airway car-
tilage (50%), nasal cartilage (39%), and articular carti-
lage (39%) [2]. Bronchoscopy in patients with advanced 
airway stenosis can cause airway obstruction and not all 
patients can be examined [3]. We herein report a rare 

case of RP where the bronchial lumen could be observed 
by bronchoscope at pre- and post-treatment, giving valu-
able insight to the affected airway and the post-therapeu-
tic response.

Case presentation
A 62-year-old woman with no smoking history experi-
enced fever and back pain for five months before visiting 
our hospital. One week prior to her visit, she complained 
of fever, cough, and dyspnoea. Her vital signs at admis-
sion were normal, except for a slight fever and high blood 
pressure. Wheezing was heard on physical examination, 
and she had pain in the nasal area.

A blood test revealed an elevated inflammatory 
response, with a white blood cell count of 112,000/μL 
and CRP of 17.89 mg/dL. There was no apparent hepatic 
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dysfunction, electrolyte abnormalities or auto immune 
antibodies. Pulmonary function tests revealed a forced 
expiratory volume in 1  s (FEV1) of 2.08 L, forced vital 
capacity (FVC) of 2.66 L, FEV1/FVC of 78.02%, and a 
FEV1% predicted of 99.6%. Chest CT showed a stenosis 
from the left main bronchus to the left lower lobe branch 
(Fig.  1). PET-CT images taken at the previous hospital 
showed high FDG accumulation in the nose (Fig. 2).

The patient was urgently admitted to hospital. Bron-
choscopy was performed under SpO2 monitoring and 
oxygenation. Pharyngeal anaesthesia was administered 
with xylocaine (5 mL). Xylocaine was delivered through 

the bronchoscope to the vocal cords, the main bron-
chial tube, and entire tracheobronchial tree. Sedatives 
were not used to prevent airway collapse. Bronchos-
copy performed on the fourth day showed a normal 
epithelium from the vocal cords to the tracheal bifur-
cation. However, intense erythema and oedema were 
observed at the left main bronchus, and the airway 
had narrowed (Fig.  3). A biopsy of the right auricular 
cartilage was performed on the same day and revealed 
degenerative vitreous cartilage and fibrous connective 
tissue with mild inflammatory cell infiltrate (Fig.  4). 
According to McAdam’s diagnostic criteria, the follow-
ing four categories were satisfied for a diagnosis of RP: 
bilateral auricular chondritis, nasal chondritis, tracheal 

Fig. 1  Chest CT imaging on admission showed a marked stenosis 
from the left main bronchus to the inferior lobe with suspected 
degeneration of cartilage

Fig. 2  PET-CT taken 3 weeks before admission showed FDG 
accumulation in the nasal root

Fig. 3  The left main bronchus and lower lobar branch showed 
severe erythema and swelling, making insertion of the bronchoscope 
difficult

Fig. 4  Histological specimen taken from the right auricular cartilage 
showed a small amount of lymphocytic infiltrate in the vitreous 
cartilage
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chondritis, and biopsy pathology findings consistent 
with chondritis.

Methylprednisolone 1000  mg/day for three days was 
administered from day 4, and her dyspnoea rapidly 
improved. On day 5, the patient was administered pred-
nisolone 60 mg/day which was tapered to 50 mg/day on 
day 19, 40 mg/day on day 26, and 30 mg/day on day 31. 
On the 12th day, a second bronchoscopy was performed 
and although mild erythema of the airway epithelium 
was observed, oedema markedly improved, and the air-
way stenosis was resolved (Fig. 5).

Cyclosporine 150  mg/day was started on day 17, and 
the dose was increased to 200 mg/day on day 23. On the 
29th day, CT imaging showed remarkable a improvement 
for the airway stenosis (Fig. 6). On day 31, the patient was 
discharged from our institution.

Discussion and conclusions
CT is one of the most minimally invasive evaluations for 
airway lesions [4]. However, neither dynamic CT nor vir-
tual bronchoscopy can evaluate inflammatory findings 
and the softening of the airway epithelium in real-time. 
Conversely, bronchoscopy is able to diagnose tracheo-
bronchomalacia because it can capture dynamic airway 
properties [5]. In this case, CT imaging showed a steno-
sis with possible cartilage degeneration and subsequent 
pre-treatment bronchoscopy was performed to visually 
confirm the stenosis and evaluate the epithelial changes 
in the airway.

The progression of airway lesions with RP is described 
as follows: swelling due to inflammation of the airway 
epithelium in the acute stage, a scar-like narrowing due 

to fibrosis in the chronic stage, and the eventual destruc-
tion of tracheal cartilage, leading to irreversible respira-
tory failure [6]. Since airway malacia, classified as sabre 
sheath and circumferential type [7], results in irreversible 
changes the early detection and diagnosis of RP is impor-
tant. In this case, pre-treatment bronchoscopic findings 
revealed a circumferential airway with inflammation 
and oedema at the trachea which was identified as acute 
stage. Early steroid treatment was administered resulting 
in an improvement in airway inflammation, which was 
confirmed by post-treatment bronchoscopy.

The McAdam’s criteria requires meeting three of the 
following conditions: bilateral auricular chondritis, non-
erosive seronegative inflammatory arthritis, nasal chon-
dritis, ocular inflammation, respiratory tract chondritis, 
and audio vestibular damage [8]. To determine the stage 
of the disease, it is helpful to perform bronchoscopic 
observation before treatment. Ernst et  al. reported 
that when bronchoscopy was performed in 23 of 31 RP 
patients, typical bronchoscopic findings were airway 
malacia and subglottic stenosis [9]. In the present case, 
our patient complained of cough, dyspnoea, and nasal 
pain prior to visiting our hospital. Since pulmonary func-
tion tests revealed there was no obstruction or risk of res-
piratory failure, bronchoscopy was performed to evaluate 
the bronchial lesion prior to steroid therapy. After visual 
evaluation by bronchoscope, airway biopsy was judged to 
be high risk and steroid therapy was administered.

The early introduction of steroids prevented the devel-
opment of airway epithelium fibrosis and possible bron-
chomalacia. However, even with the early introduction of 
steroids and immunosuppressive agents, approximately 
40% of patients with airway involvement require airway 
intervention [10]. These interventions can include tra-
cheotomy when the stenosis is confined to the larynx and 
the upper airway obstruction worsens, or NIPPV and 

Fig. 5  Bronchoscopy on day 12 showed that the erythema and 
swelling of the left inferior lobe had improved markedly

Fig. 6  Chest CT imaging showed the stenosis markedly improved
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silicone stenting if tracheomalacia or bronchomalacia 
have already developed [11].

In this case, bronchoscopy might not have been neces-
sary for a definitive diagnosis, but we believe that bron-
choscopy was important to differentiate tumour lesions 
and identify the progression of the lesion. Although 
bronchoscopy can be informative for cases suspected 
of RP, it cannot be easily performed in all patients and 
therefore, should be performed at a skilled facility due to 
the risk of airway obstruction.
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NIPPV	� Non-invasive positive pressure ventilation
PET-CT	� Positron emission tomography-computed tomography
RP	� Relapsing polychondritis

Authors’ information
Not applicable.

Acknowledgements
The authors thank Jason Tonge from St. Marianna University School of Medi-
cine for the linguistic review of this manuscript.

Footnotes
Not applicable.

Authors’ contributions
KK had full access to data in this case report and takes responsibility for the 
integrity and accuracy of data analysis. HT, and KM contributed to broncho-
scopic examination, interpretation, and procedures. KK, HH, and MM contrib-
uted to the scientific review and final approval of this manuscript. All authors 
read and approved the final manuscript.

Funding
This research received no specific funding.

Availability of data and materials
The datasets used and/or analysed during the current study are available from 
the corresponding author on reasonable request.

Declarations

Ethics approval and consent to participate
This study was performed at St. Marianna University Hospital, with the Ethics 
Committee of St. Marianna School of Medicine waving ethical approval for this 
case report.

Consent for publication
Written informed consent was obtained from the patient in the study.

Competing interests
The authors declare that they have no competing interests.

Received: 22 September 2022   Accepted: 22 March 2023

References
	1.	 Cantarini L, Vitale A, Brizi MG, Caso F, Frediani B, Punzi L, et al. Diag-

nosis and classification of relapsing polychondritis. J Autoimmun. 
2014;2(1):53–9.

	2.	 Shimizu J, Yamano Y, Kawahata K, Suzuki N. Nationwide cross-sectional 
survey of patients with relapsing polychondritis in 2019 demonstrates 
reduction of airway involvement compared with that in 2009. Sci Rep. 
2022;12(1):465.

	3.	 Montmollin ND, Dusser D, Lorut C, Dion J, Chalumeau NC, Mouthon L, 
et al. Tracheobronchial involvement of relapsing polychondritis. Autoim-
mun Rev. 2019;9(9):102353.

	4.	 Tsuruoka H, Handa H, Yamashiro T, Nishine H, Inoue T, Mineshita M. 
Correlation between computed tomographic analysis and pulmonary 
function measurements in patients with relapsing polychondritis. Respir. 
2021;2:109–15.

	5.	 Buitrago DH, Wilson JL, Parikh M, Majid A, Gangadharan SP. Current con-
cepts in severe adult tracheobronchomalacia: evaluation and treatment. 
J Thorac Dis. 2017;9(1):E57-66.

	6.	 Mohsenifar Z, Tashkin DP, Carson SA, Bellamy PE. Pulmonary function in 
patients with relapsing polychondritis. Chest. 1982;6(6):711–7.

	7.	 Murgu S, Colt H. Tracheobronchomalacia and excessive dynamic airway 
collapse. Respir. 2016;11(4):388–406.

	8.	 McAdams LP, Hanlan MA, Bluestone R, Pearson CM. Relapsing polychon-
dritis; prospective study of 23 patients and a review of the literature. 
Medicine (Baltimore). 1976;5(3):193–215.

	9.	 Ernst A, Rafeq S, Boiselle P, Sung A, Reddy C, Michaud G, et al. Relapsing 
polychondritis and airway involvement. Chest. 2009;135(4):1024–30.

	10.	 Sacco O, Fregonese B, Oddone M, Verna A, Tassara E, Mereu C, 
et al. Severe endobronchial obstruction in a girl with relapsing 
polychondritis:treatment with Nd YAG laser and endobronchial silicon 
stent. Eur Clin Respir J. 1997;10:494–6.

	11.	 Colt H, Murgu S. Bronchoscopy and central airway disorders; A patient-
centered approach, 1 st ed,p139.WB Saunders, Elsevier, Philadelphia,2012.

Publisher’s Note
Springer Nature remains neutral with regard to jurisdictional claims in pub-
lished maps and institutional affiliations.


	Pre-treatment bronchoscopic evaluation in a case of relapsing polychondrits
	Abstract 
	Background 
	Case presentation 
	Conclusions 

	Background
	Case presentation
	Discussion and conclusions
	Acknowledgements
	References


