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Abstract
A 62-year-old man had arthritis and an infiltrated purpuric eruption of the legs. He presented then
a cyanosis and aches of the left ear’s pinna with a voice disturbance and an inflammatory aspect of
the nose. He had an anemia and a thrombopenia. The infectious and auto-immune research was
negative. The laryngo-tracheal scan revealed calcifications of the larynx, the trachea and the initial
portion of bronchi. Moreover, the biopsy from ear’s pinna cartilage confirmed the diagnosis of
chondritis and peri-chondritis. He was thus considered to have the association with relapsing polychondritis and a myelodysplastic syndrome. The patient was treated with corticosteroids and
iterative transfusions. The articular and skinny patient’s symptoms completely resolved. The
anemia and the thrombopenia were partially improved. The relapsing polychondritis can be considered as paraneoplastic complication in the context of a myelodysplastic syndrome or as a fortuitous association. The mechanism of such an association remains unknown.
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1. Introduction
The relapsing polychondritis [1] is an acquired disease of unknown etiology, chronic course, and tendency to
recur. It is characterized by inflammation and degeneration of cartilage and can result in deformities such as
floppy ear and saddle nose. Loss of cartilage in the respiratory tract can lead to respiratory obstruction. It’s a rare
inflammatory disease which can implicate organs rich of proteoglycan as the eyes, the heart, the vessels and the
kidneys [2].
The case highlights the association between relapsing polychondritis and myelodysplastic syndrome. This as*
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sociation is rare, and the mechanism remains unknown, but it has significant clinical implication leading to severe features threatening the vital prognosis.

2. Case Presentation
A 62-year-old man was referred to internal medicine department with symptoms of recurrent arthritis and leg’s
purpura since seven months. The patient had a significant medical history. He was followed up for a type 2 diabetis and a hypertension for 12 years. He was treated for pulmonary tuberculosis five years ago. No new treatment was introduced recently.
The clinical examination revealed arthritis of proximal and distal interphalangeal joint of fingers, an infiltrated purpuric eruption of the legs.
He presented during his hospitalization cyanosis and aches of the left ear’s pinna with a voice disturbance, an
inflammatory aspect of the nose and an ache at the pressure of nasal cartilage.
The ORL examination confirmed a decrease of hearing. The ophthalmological control revealed a diabetic retinopathy.
Suspicion for an underlying autoimmune disease or a systemic vasculitis was raised.
He had an anemia (Hemoglobin: 7 g/dl), associated with a thrombopenia (Platelets: 70,000/mm3). Serology
showed elevated erythrocyte sedimentation rate, normal complement levels, negative antinuclear antibody antiphospholipid and antidouble-stranded DNA, Cytoplasmic Antineutrophil Antibodies (ANCA), rheumatoid factor and anticyclic citrullinated peptide antibody. His liver and kidney functions were normal.
The infectious investigations were negative.
The laryngo-tracheal scan (Figure 1) concluded to calcifications of the larynx, the trachea and the initial portion of bronchi.
The cardiac echography as well as all the conventional radiographs was normal.
A bone marrow biopsy confirmed a myelodysplastic syndrome subtype refractory anaemia.
A skin biopsy of purpuric lesions revealed a leucocytoclasic vasculitis.
The biopsy from ear’s pinna cartilage confirmed the diagnosis of chondritis and peri-chondritis.
He was thus considered to have the association of relapsing polychondritis and a myelodysplastic syndrome.
The patient was treated with a prolonged corticosteroids therpy. And he had received several transfusions.
The articular and skinny patient’s symptoms completely resolved. The anemia and the thrombopenia were
partially improved.
He was followed by internal medicine and hematology department for this association.

Figure 1. Laryngo-tracheal scan: calcifications of the trachea.
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3. Discussion

The relapsing polychondritis is a progressive cartilage inflammation, leading to its destruction in ears, nose, larynx trachea and joints [1].
It’s a rare disease including visceral manifestations concerning eyes, heart, vessels and kidney [2].
Three or more clinical signs must be present:
1) Recurrent chondritis of both auricles;
2) Non-erosive inflammatory polyarthritis;
3) Nasal chondritis;
4) Ocular inflammation;
5) Respiratory tract chondritis;
6) Cochlear and/or vestibular dysfunction.
The association of one or more signs among the above mentioned signs with histologic confirmation is in favour of the relapsing polychondritis diagnosis.
Chondritis in two or more separate sites and response to steroids or immunosuppression is also suggestive of
this pathology.
The diagnosis of relapsing polychondritis was confirmed in our patient by the association of four signs (inflammation of nasal, auricular and laryngo-tracheal cartilage and arthritis).
The histological study of cartilage biopsy confirmed the chondritis in our patient. Nevertheless, the biopsy is
not indispensable for the diagnosis.
The first symptoms are ache and tumefaction due to ear’s chondritis, then nasal signs and a conduction hearing loss [3].
The main manifestations of this disease are articular and muscular signs, ocular symptoms (episcleritis, scleritis iritis, retinopathy…), ORL signs (cough, stridor, inspiratory dyspnea…), pulmunory ones (restrictif syndrome), renal ones (hematuria, proteinuria…), skinny ones (purpura, nodules…), cardiovascular ones (aortic lesion…) [4].
The treatment is based on corticosteroids and immunosuppressive molecules [5]. A clinical and biological
improvement was signed in our patient after receiving only corticosteroids. Hematologic disturbances were refractory to this treatment and required several transfusions.
The relapsing polychondritis can threaten the vital prognosis in case of a diagnostic delay and treatment and
in particular localization like laryngo-tracheal one. Our patient had not presented this complication.
This disease can be associated to vasculitis, auto-immune diseases, spondylarthropathies, hematologic diseases and other systemic diseases [1].
The association with a myelodysplastic syndrome (erythroid hypoplasia/aplasia) is frequent.
This association is considered significant and is reported in many series. The etiopathogeny of this association
is not established. The occurrence of these two affections is usually concomitant [5].
The relapsing polychondritis is present in less than 1% of myelodysplastic syndromes, while 25% of relapsing
polychondritis are associated with myelodysplastic syndrome [5]-[8].
The prognosis of this association is worsened in case of refractory myelodysplastic syndrome.
The association of a systemic disease and a myelodysplastic syndrome may not be a coincidence. 14 cases of
myelodysplatic syndrome having this association were reported, and 2 of them presented relapsing polychondritis [6].
The relapsing polychondritis can be considered as paraneoplastic complication in the context of a myelodysplastic syndrome, or a fortuitous association. The mechanism of such an association remains unknown [1] [7]
[8]. There would be compatibility between auto-antibodies produced in myelodysplastic syndromes and various
cartilaginous structures; thus leading to classical lesionfs of relapsing polychondritis.

4. Conclusion
The clinical presentation of the relapsing polychondritis is heterogeneous. The association of the myelodysplastic syndrome may induce a lateness of the diagnostic delay. And the cartilage biopsy has a high interest in the
diagnostic confirmation.
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