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ABSTRACT
The aim of this paper is to present a case of relapsing polychondritis and response to cyclophosphamide pulse therapy. A 19 
years old female patient presented with inflammatory back pain, asymmetrical oligoartheritis and acute anterior uveitis. CT 
thorax revealed edema in the glottis and trachea causing narrowing of lumen. Based on the investigations and clinical finding a 
final diagnosis of relapsing polychondritis was done and started with 5 pulse of cyclophosphamide which showed improvement. 
Relapsing polychondritis is a rare condition commonly affecting 40-50 years age group. But can be seen in younger age too in 
both the sexes. Laryngobronchial involvement occurs in approximately 50% of patients, and is among the most serious compli-
cations. Here we present the case of a 19 year old female with relapsing polychondritis presenting with stridor due to tracheal 
involvement. 
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INTRODUCTION

Relapsing polychondritis is an uncommon disease with 
an incidence of about 3.5 cases per million population per 
year. The peak age of onset is between the ages of 40 and 
50 years. But relapsing polychondritis may affect both chil-
dren and the elderly, and affects both sexes equally. Ap-
proximately 30% of patients with relapsing polychondritis 
will have another rheumatologic disorder, the most frequent 
is systemic vasculitis, followed by rheumatoid arthritis and 
systemic lupus erythematosus. Diagnosis is based on typi-
cal clinical features. McAdam et al. proposed a diagnostic 
criteria in 1976, which was further modified by Damiani 
and Levine in 1979.

McAdam et al, proposed the following:-

1)	 Recurrent chondritis of both auricles
2)	 Nonerosive inflammatory arthritis
3)	 Chondritis of nasal cartilage

4)	 Inflammation of ocular structures, including conjunc-
tivitis, keratitis, scleritis/episcleritis, and/or uveitis

5)	 Chondritis of laryngeal and/or tracheal cartilages
6)	 Cochlear and/ or vestibular damage manifested by 

neurosensory hearing loss, tinnitus, and/or vertigo
Diagnosis is certain when 3 or more of these features are 
present along with a positive biopsy from the ear, nasal or 
respiratory cartilage1.

Damiani and Levine later suggested that the diagnosis could 
be made when;

1)	 One of the features and a positive biopsy
2)	  Two or more separate sites of cartilage involvement 

present that responded to glucocorticoids or dapsone
3)	 Three or more of the features mentioned were pre-

sent.
We are reporting the case of a 19 year old female, who pre-
sented with inflammatory arthritis and uveitis, and later de-
veloped hoarseness of voice and an acute episode of choking.
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CASE REPORT

A 19-year-old female presented with symptoms suggestive 
of inflammatory back pain, asymmetric oligoarthritis along 
with acute anterior uveitis. MRI pelvis showed evidence of 
bilateral sacroilitis and she tested negative for Human Leu-
kocyte Antigen B27 (HLAB27). Treatment was initiated 
with Non steroidal Anti-inflammatory Drugs (NSAIDs) and 
Sulfasalazine, further in view of lack of response to treat-
ment, the patient was started on Infliximab therapy after a 
thorough work up. Following the commencement of Inflixi-
mab therapy, the joint pains subsided but, developed hoarse-
ness of voice soon after the 1st pulse. In view of hoarseness 
of voice, an ENT opinion was taken, and the patient was put 
on steroids considering it to be Reinke’s edema, sympto-
matic improvement in hoarseness of voice was noted. Upon 
tapering steroids, the hoarseness of voice returned. In view 
of relapse of symptoms, an endocrinology opinion was taken 
to look for an endocrinologic cause for hoarseness, and fol-
lowing thorough evaluation, any endocrinological cause was 
ruled out.

Three pulses of Infliximab were completed (as per proto-
col). Later the patient developed an acute choking episode 
at her college, wherein she was referred to a local hospital 
and subsequently intubated, and further referred to our hos-
pital. After admission to our hospital, and stabilization of the 
patient, she was extubated. General physical examination at 
this juncture revealed a depressed nasal bridge, and tender-
ness over the larynx. There was no evidence of chondritis of 
auricles, and no history of any previous episodes of the same. 
No history suggestive of cochlear or vestibular involvement 
was elicited. No features suggestive of vasculitis were noted. 

With the suspicion of Relapsing Polychondritis, the patient 
was subjected to a CT Thorax/Neck which revealed edema in 
the glottis region and trachea from C6 to D5, causing luminal 
narrowing. A respiratory medicine opinion was taken and a 
bronchoscopy performed. The bronchoscopy showed severe 
narrowing of the tracheal lumen. A 2 Dimensional Echocar-
diogram (2DECHO) performed showed anterior mitral leaf-
let prolapse. Positron Emission Tomography- Computed To-
mography (PET CT) done, showed increased uptake in the 
tracheal and laryngeal cartilage.

Based on these clinical findings a diagnosis of Relapsing 
Polychondritis was made. She was started on Cyclophospha-
mide pulse therapy under the cover of Luperolide, to prevent 
gonadal toxicity. A repeat bronchoscopy was performed after 
5 pulses of cyclophosphamide which showed improvement. 
A follow up CT scan showed narrowing at C4 level with no 
signs of edema. Currently the patient is on regular follow 
up on an outpatient basis, the cyclophosphamide pulses have 
been tapered, and her condition is stable, with no further epi-
sodes of acute respiratory distress.

Figure 1: Stenosis and narrowing of airway on bronchoscopy, 
prior to treatment.

Figure 2: Bronchoscopy after initiation of cyclophosphamide 
therapy.  

DISCUSSION

Relapsing polychondritis is a systemic disease causing in-
flammation of cartilaginous structures in multiple organs2

Approximately one-third of patients with relapsing poly-
chondritis suffer from another underlying autoimmune dis-
ease such as systemic vasculitis. There is genetic risk for 
relapsing polychondritis, as suggested by its association 
with Human Leukocyte Antigen- DR4 isotope (HLA-DR4), 
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which is associated with multiple autoimmune diseases such 
as rheumatoid arthritis, multiple sclerosis and others. It is 
suggested that in RP there are circulating antibodiesagainst 
type II collagen, which leads to cell-mediated injury to tar-
geted organs in the diseaseprocess3.

Clinical phenotypes of relapsing polychondritis follow two 
patterns; either nasal cartilage/airway involvement or exter-
nal ear involvement4. Typically, auricular chondritis occurs 
in almost 90% of the patients5. However, as demonstrated in 
our patient, its absence does not rule out the diagnosis of 
relapsing polychondritis.The respiratory tract is affected in 
more than 50% of the cases5. Respiratory disturbance results 
from airway collapse secondary to destruction of tracheal 
rings or narrowingof the tracheal lumen caused by fibrous 
or inflammatory edema. Airway manifestations are the com-
monest cause of morbidity and mortality in the disease6. The 
management of respiratory tract involvement in relapsing 
polychondritis is important because sudden respiratory arrest 
mayoccur5, as manifested by an acute episode of choking in 
our patient. Failure of early diagnosis of airway involvement 
in relapsing polychondritis can lead to irreversible cartilage 
damage. Steroids or other immunosuppressants are ineffec-
tive in these advanced cases, and would require airway inter-
ventions such as tracheostomy or tracheobronchial stents6.

There is no current standard treatment for relapsing poly-
chondritis, owing in part to its rarity. Corticosteroids are 
considered to be the first line treatment.6 Steroid sparing 
agents, such as cyclophosphamide, azathioprine, methotrex-
ate and cyclosporine are also found to be helpful. Our pa-
tient achieved remission following cyclophosphamide pulse 
therapy.

CONCLUSION

Relapsing Polychondritis, is a rare condition, which can pre-
sent without the classical symptom of auricle chondritis, and 
as involvement of the laryngotracheobronchial tree alone. 
In the absence of any specific diagnostic test, a high degree 
of clinical suspicion is required to arrive at the diagnosis. 
Recognition and prompt treatment of the airway symptoms 
of relapsing polychondritits, is beneficial so as to avoid the 
more invasive airway interventions at more advanced stages 
of the disease.
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