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Case Report

Relapsing Polychondritis with Aortitis without
Valvular Involvement 
YOUNG HEE RHO, SEONG JAE CHOI, YOUN SEON CHOI, YOUNG HO LEE, JONG DAE JI, and GWAN GYU
SONG

ABSTRACT. Relapsing polychondritis is a multisystemic disease of unknown etiology that mainly involves the
cartilaginous portions of the ear, nose, and trachea. Occasionally, there is involvement of the car-
diovascular system, which usually results in severe morbidity and mortality. The most common man-
ifestation of cardiovascular involvement is aortic root dilation resulting in aortic regurgitation. We
describe the first case in Korea, a 51-year-old woman with relapsing polychondritis with aortitis, but
without aortic valve involvement. She presented only with complaints of abdominal pain, and was
successfully treated with corticosteroids and methotrexate. (J Rheumatol 2005;32:954–6)
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Relapsing polychondritis is a rare disease of unknown etiol-
ogy that manifests as a recurrent inflammation of the carti-
laginous tissues1. Destruction of cartilage results in the col-
lapse of the nose (saddle nose), trachea (tracheal stenosis),
and the ear (earlobe destruction). Occasionally, vasculitis of
the large vessels occurs, and when it affects the aorta, it is
usually known to involve the cardiac valves and results in
aortic insufficiency, which may require valve replacement.
Yet aortitis without valvular involvement is very rare; we
describe a case of newly diagnosed relapsing polychondritis
with aortitis without valvular involvement that presented in
the form of abdominal pain.

CASE REPORT
A 51-year-old woman was admitted to Korea University Guro Hospital in
October 2003 with abdominal pain that occurred 3–4 days earlier. The pain
was periumbilical to hypogastric, and of a colicky nature that radiated to
the back. The pain was not related with meals or to any other gastrointesti-
nal symptoms such as nausea or vomiting. Before admission, she had a
plain abdomen radiograph and had been judged to have fecal impaction,
and she underwent 2 sessions of glycerin enema at a local hospital.
Thereafter she self-medicated under the impression of having constipation,
and finally came to our hospital due to lack of relief.

At admission, vital signs were body temperature 36.2°C, pulse rate
60/min, respiratory rate 20/min, and blood pressure 120/70 mm Hg. She
had a painful cervical lymph node on the right side, about 2 × 2 cm. No
murmurs were heard on chest examination, and her abdomen appeared
silent. She claimed to occasionally have a “painful red ear” dating back 1
year, but on admission her ears looked normal. Other signs of relapsing
polychondritis, such as saddle nose or tracheal narrowing, were not found.
She had a white blood cell count of 8400/µl, hemoglobin 11.0 g/dl, and
platelet count 209,000/µl. An unusually high erythrocyte sedimentation rate
value of 107 mm/h (normal 0–20) and C-reactive protein (CRP) > 202
mg/dl (normal 0–5) were noted. Autoimmune indicators such as antinuclear
antibodies (ANA) and antineutrophil cytoplasmic antibodies (ANCA) and
complement concentrations were negative or within normal limits. A plain
abdominal radiograph showed signs of ileus but no fecal impaction.
Abdominal ultrasonography was not productive. As the abdominal pain
persisted despite conservative management, an abdominal-pelvic computer
tomography (CT) scan was taken, which revealed an aorta with wall thick-
ening and periaortic soft tissue, with no signs of aneurysmal change or dis-
section (Figure 1). The aortic wall thickening, as well as the encasing

Figure 1. Abdominal CT, cross-sectional view, shows poorly defined
periaortic soft tissue density. 
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perivascular soft tissue, ranged from the suprarenal region up to the tho-
racic portion. This led to an additional chest CT, which revealed similar
aortic wall thickening patterns up to the lower thoracic aorta (Figure 2).
Two dimensional echocardiography revealed no cardiac valve abnormality.
Small amounts of pleural effusion were noted bilaterally, but there were no
other signs suggestive of malignancy or infection. Ultrasonography of the
neck suggested a thickening of the wall of the right common carotid artery,
which is compatible with vasculitis.

Several days later, the “painful red ear” appeared on the left side, with
the characteristic sharply marginated redness and swelling of the cartilage
portion of the ear (Figure 3). Under the impression of relapsing polychon-
dritis with aortitis, treatment was initiated with high dose oral prednisolone
(1 mg/kg) and methotrexate (MTX; 10 mg/week). One week later, a fol-
lowup CT of the aorta showed the wall thickening with periaortic soft tis-
sue density had completely resolved, as with the equivocal bilateral pleural
effusion (Figure 4). She is now undergoing steroid tapering, with a MTX
maintenance regimen.

DISCUSSION
Relapsing polychondritis involving the cardiovascular sys-
tem is known to occur in about 24–52% of cases2. When it
involves the aorta, the most common serious manifestation
is aortitis with progressive dilatation of the aortic ring,
sometimes followed by aortic insufficiency (10%)3, necessi-
tating valve replacement in many cases. Aneurysmal
changes of the abdominal and thoracic aorta can also occur.
Such cases of cardiovascular involvement are known to be
rare (0.9–3.1%)2. This case, which is essentially a “pure aor-
titis” with no valvular involvement or aneurysmal changes,
is very rare, and to our knowledge only one other case has
been reported4; and this is the first case to be reported in
Korea. Walker’s case4 is similar to ours, suggesting the pos-
sibility of a unique clinical type of aortic involvement in
relapsing polychondritis. In our case, the aortic wall was not
enhanced as much as in the case described by Walker, et al,
but it probably could have been observed under magnetic
resonance imaging (MRI), as it has been suggested that MRI
may be better than CT in detecting aortitis4.

As for treatment of relapsing polychondritis, there have
been no randomized controlled trials, and treatment guide-
lines are mostly from retrospective analyses or case
reports2,5. In the case of cardiovascular involvement, corti-
costeroids are regarded as the cornerstone of treatment, but
it has been reported that corticosteroids decrease the fre-
quency, duration, and severity of flares, but do not stop dis-
ease progression in severe cases6. Immunosuppressives
such as cyclophosphamide or MTX have been added to
augment the corticosteroids, and subsequent reports of this
disease and this specific treatment have described mixed
results4,7-10. It seems prudent to use both corticosteroids and
immunosuppressants in such severe or potentially severe
cases.

Our patient presented complaining of abdominal pain

Figure 2. Chest CT, sagittal view. The aortic wall is thickened. 

Figure 3. Inflamed left auricle characteristic of relapsing polychondritis. 

Figure 4. Abdominal CT after treatment. The soft tissue density has disap-
peared.
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radiating to the back. This may have raised the possibility of
aortic dissection, but she was normotensive, and tomo-
graphic findings suggested some kind of “aortitis,” its etiol-
ogy unknown. Were it not for the painful red ear complaint,
which was not evident at admission, she might have under-
gone unnecessary or risky evaluation procedures, and treat-
ment could have been delayed. This case shows that when
the possibility of aortitis is raised, a careful history and
examination and the physician’s close observation are
essential, and the possibility of relapsing polychondritis
should be kept in mind.

REFERENCES
1. Luthra HS. Relapsing polychondritis. In: Hochberg MC, Silman AJ,

Smolen JS, Weinblatt ME, Weismann MH, editors. Rheumatology.
3rd ed. Edinburgh: Mosby; 2003:1747-51.

2. Del Rosso A, Petix NR, Pratesi M, Bini A. Cardiovascular
involvement in relapsing polychondritis. Semin Arthritis Rheum
1997;26:840-4.

3. Lang-Lazdunski L, Hvass U, Paillole C, Pansard Y, Langlois J.
Cardiac valve replacement in relapsing polychondritis. A review. 
J Heart Valve Dis 1995;4:227-35.

4. Walker UA, Weiner SM, Vaith P, Uhl M, Peter HH. Aortitis in
relapsing polychondritis. Br J Rheumatol 1998;37:1359-61.

5. Letko E, Zafirakis P, Baltatzis S, Voudouri A, Livir-Rallatos C,
Foster CS. Relapsing polychondritis: a clinical review. Semin
Arthritis Rheum 2002;31:384-95.

6. McAdam LP, O’Hanlan MA, Bluestone R, Pearson CM. Relapsing
polychondritis: prospective study of 23 patients and a review of the
literature. Medicine Baltimore 1976;55:193-215.

7. Bowness P, Hawley IC, Morris T, Dearden A, Walport MJ.
Complete heart block and severe aortic incompetence in relapsing
polychondritis: clinicopathologic findings. Arthritis Rheum
1991;34:97-100.

8. Lang-Lazdunski L, Pansard Y, Hvass U. Aortic valve replacement
in relapsing polychondritis. J Thorac Cardiovasc Surg
1997;114:131-2.

9. Selim AG, Fulford LG, Mohiaddin RH, Sheppard MN. Active
aortitis in relapsing polychondritis. J Clin Pathol 2001;54:890-2.

10. Barretto SN, Oliveira GH, Michet CJ Jr, Nyman MA, Edwards
WD, Kullo IJ. Multiple cardiovascular complications in a patient
with relapsing polychondritis. Mayo Clin Proc 2002;77:971-4.

Personal non-commercial use only.  The Journal of Rheumatology Copyright © 2005.  All rights reserved.

 www.jrheum.orgDownloaded on May 26, 2023 from 

http://www.jrheum.org/

