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v Relapsing polychondritis (RP) is a rare systemic disease characterized by recurrent inflammation of the cartilagi-
nous structures and connective tissue. Central nervous system lesions in association with RP have occasionally been
reported, but intracranial mass lesions have not been described. The authors report the first such case, in which a 51-
year-old man presented with parasagittal meningeal plasma cell granuloma with RP. The mass was subtotally resect-
ed and adjuvant radiotherapy was administered. The patient did not experience any recurrence of the lesion during an
8-year follow-up period. In this case, the exact diagnosis of RP was made based on symptoms of respiratory tract chon-

dritis, which was successfully treated by the placement of tracheobronchial stents.

KEY WORDS * relapsing polychondritis

* meningeal plasma cell granuloma

central nervous system lesion ¢ intracranial mass lesion

ELAPSING polychondritis is an uncommon, chronic
and progressive inflammatory disease with multi-
system involvement, which is presumed to have an
autoimmune cause.'*?*2!2¢ Relapsing polychondritis affects
the cartilage in multiple organs, such as the nose, ear, tra-
chea, bronchi, and joints. The diagnosis of RP is based on
the presence of clinical criteria, including bilateral auricular
chondritis, nonerosive seronegative inflammatory polyar-
thritis, nasal chondritis, respiratory tract chondritis, and au-
diovestibular damage.*® Nevertheless, the initial clinical
symptoms of RP are not always typical, and the early diag-
nosis of this disease is often difficult.?>2
Central nervous system involvement is a rare condition in
RP, and aseptic meningitis,'*!""* cerebral aneurysm, % and
vasculitis®!®»227 have been reported. To our knowledge,
however, no intracranial mass lesion has previously been
described as a CNS complication. We present a case in
which a meningeal PCG was the initial manifestation of RP.

Case Report
Presentation and Examination. This 51-year-old man was
admitted to our hospital in July 1996 for headache and nasal

Abbreviations used in this paper: CNS = central nervous system;
MR = magnetic resonance; PCG = plasma cell granuloma; RP =
relapsing polychondritis.
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congestion of 3 weeks’ duration. On admission, no abnor-
malities were detected on neurological examination. Rou-
tine blood tests demonstrated leukocytosis (27,800 cells/
mm?®) and an elevated level of C-reactive protein (> 13.8
mg/1). There was no sign of rheumatoid factor or antinu-
clear antibodies, and the serum immunoglobulin level was
normal. The patient did not present with lymphadenopathy,
and a bone marrow biopsy specimen did not demonstrate
any abnormality. Immediately after admission, he began to
complain of intermittent bilateral finger and ankle arthral-
gia, which was improved by low-dose steroid therapy
(prednisone 0.3 mg/day).

Magnetic resonance imaging demonstrated an irregular
left parasagittal mass focally invading the skull. The mass
displayed a low signal intensity on T,-weighted images and
was markedly enhanced (Fig. 1 upper). The lesion exhibit-
ed a high signal intensity on T,-weighted imaging (Fig. 1
lower left). Magnetic resonance imaging of the nasal cavity
revealed a mass lesion of the nasal septum (Fig. 1 lower
right).

Operation and Postoperative Course. A frontal cranioto-
my was performed, and a firm meningeal mass mimicking
a meningioma was demonstrated. The mass focally invaded
the skull and was adherent to the cerebrum. The lesion was
subtotally excised, and the postoperative course was un-
eventful.

Pathological Findings. Histologically, the tumor was com-
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Fic. 1. Upper: Coronal (left) and sagittal (right) contrast-enhanced MR images revealing an irregular parasagittal
enhancing mass, which has focally invaded the skull. Lower: Axial T,-weighted MR image demonstrating a mass with
a high signal intensity (left, arrow) and a contrast-enhanced coronal MR image of the nasal cavity depicting a diffuse thick-

ening mass of the nasal septum (right, arrow).

posed of a dense inflammatory infiltrate consisting predom-
inantly of mature plasma cells associated with occasional
lymphocytes and histiocytes (Fig. 2). Russell bodies were
frequently observed. There were no clusters of meningothe-
lial cells or any emperipolesis. Immunohistochemically, the
plasma cells were positive for both kappa and lambda light
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FiG. 2. Photomicrograph of a specimen of the parasagittal mass
showing proliferation of numerous inflammatory cells predomi-
nantly composed of mature plasma cells. Russell bodies are also
seen (arrows). H & E, original magnification X 200.
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chains. All these histopathological findings were consistent
with meningeal PCG. Nevertheless, a biopsy specimen of
the nasal septum was found to be composed of fibrocol-
lagenous tissue with inflammatory cell proliferation, includ-
ing neutrophils, lymphocytes, histiocytes, and occasional
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Fi1G. 3. Photomicrograph of a specimen of the nasal lesion show-
ing inflammatory cells in the fibrocollagenous tissue, including neu-
trophils, lymphocytes, histiocytes, and plasma cells. The final di-
agnosis was severe inflammation of the nasal septum (chondritis
caused by RP). H & E, original magnification X 200.
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FiG. 4. Contrast-enhanced coronal MR images obtained in 2004 demonstrating no sign of recurrence of the nasal (/eft)

and intracranial (right) lesions.

plasma cells (Fig. 3). At that time, the provisional diagnosis
was inflammatory granuloma with a composition differing
from that of the intracranial lesion.

Adjuvant Therapy. The residual intracranial and nasal le-
sions were subjected to 40 and 30 Gy of radiation, respec-
tively.

Posttreatment Course. The patient was discharged in Oc-
tober 1996 without any neurological deficit, and he contin-
ued to take oral low-dose steroid medications at home.

Additional Presentations and Treatments. In August 2000,
the patient experienced a sudden onset of respiratory dis-
tress. Based on a diagnosis of stenosis of the tracheobron-
chial tree, the patient was treated with high-dose steroid
medications and tracheostomy, resulting in a clinically com-
plete response. Because of the moderate elevation of serum
anti—collagen II antibody (the optical density at 450 was
0.706 and the dilution was 1:100; the normal control range
is 0.065-0.14), a diagnosis of RP was made. This time we
concluded that the previous lesion of the nasal septum
had been severe chondritis associated with RP. After a full
recovery from this first respiratory episode, the patient re-
mained stable for 3 years. In May 2003, he again experi-
enced a sudden onset of severe dyspnea, and a diagnosis of
severe tracheobronchomalasia due to RP was made. Endo-
tracheal and endobronchial stents were implanted, resulting
in a marked improvement in the patient’s respiratory dis-
tress. In October 2004, the patient’s status continued to be
progression free of intracranial and nasal lesions for 8 years
(Fig. 4).

Discussion

Relapsing polychondritis is a chronic inflammatory dis-
ease associated with an autoimmune disorder of the carti-
lage, eyes, and labyrinth.!202¢ The diagnosis of this disease
is usually based on the clinical criteria proposed by McAd-
am and colleagues.® Although the cause of RP remains un-
known, an immunological reaction to type II collagen has
been implicated.*#192 In 20 to 30% of patients, the level of
serum antibody against collagen II is elevated.82

It has been noted that an early diagnosis of RP is often
difficult.?? Trentham and Le? reported that the average
time delay from onset to diagnosis was 2.9 years. In our
case, because the initial symptoms were not typical of RP, a
precise diagnosis was not made until the characteristic syn-
dromes of severe airway stenosis appeared. Moderately ele-
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vated levels of serum collagen II antibody provided an ad-
ditional key to the diagnosis of RP. It was retrospectively
proven that the initial presentation of the nasal lesion (chon-
dritis of the nasal septum) and polyarthritis were also symp-
toms of RP.162026

The association of an intracranial lesion with RP has oc-
casionally been described.!3 6111419232527 Tg our knowl-
edge, however, this is the first reported occurrence of an
intracranial mass lesion, a PCG, in a patient with RP. Al-
though the relationship between RP and meningeal PCG is
uncertain, an autoimmune origin might be considered in
cases of aseptic meningitis associated with RP3!!

Meningeal PCG of the CNS is a rare inflammatory lesion
that is histologically characterized by tumorlike prolifer-
ation of polyclonal plasma cells against a background of
fibrous stroma.247%10.121517.18 Meningeal PCG should be
differentiated from plasmacytoma, lymphoplasmacyte-rich
meningioma, and meningeal sinus histiocytosis (Rosai—
Dorfman disease). The polyclonal nature of the plasma cell
infiltration ruled out plasmacytoma. The absence of menin-
gothelial cell nests and the lack of emperipolesis in our case
were not compatible with lymphoplasmacyte-rich menin-
gioma and meningeal sinus histiocytosis, respectively.!?

Resection is the first choice of treatment for an intracra-
nial PCG, and postoperative radiation therapy is a useful ad-
juvant, especially for an incompletely excised lesion.241217
In the present case, the unusual skull invasion was sugges-
tive of an aggressive nature, which also supports the use of
radiotherapy. The patient’s intracranial lesion has not re-
curred during 8 years of follow-up review.

The prognosis of RP is linked to laryngeal, tracheal, and
cardiovascular involvement, and the most dangerous symp-
tom is acute airway collapse,? as was observed in our case.
A greater recognition of RP would lead to an earlier diag-
nosis and improve the patient’s outcome.?'?¢ Furthermore,
despite its rarity, CNS complications including an intracra-
nial mass lesion must be considered in a patient with RP.
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