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A patient with presumed PM who has not responded to any form
of immunotherapy most likely has IBM or another disease, usually a
metabolic myopathy, a muscular dystrophy, a drug-induced myopathy, or an endocrinopathy. In these cases, a repeat muscle biopsy and
a renewed search for another cause of the myopathy is indicated.
Calcinosis, a manifestation of DM, is difficult to treat; however,
new calcium deposits may be prevented if the primary disease
responds to the available therapies. Bisphosphonates, aluminum
hydroxide, probenecid, colchicine, low doses of warfarin, calcium
blockers, and surgical excision have all been tried without success.
IBM is generally resistant to immunosuppressive therapies.
Prednisone together with azathioprine or methotrexate is often
tried for a few months in newly diagnosed patients, although results
are generally disappointing. Because occasional patients may feel
subjectively weaker after these drugs are discontinued, some clinicians prefer to maintain these patients on low-dose, every-otherday prednisone along with mycophenolate in an effort to slow
disease progression, even though there is no objective evidence or
controlled study to support this practice. In two controlled studies of
IVIg in IBM, minimal benefit in up to 30% of patients was found; the
strength gains, however, were not of sufficient magnitude to justify
its routine use. Another trial of IVIg combined with prednisone was
ineffective. Nonetheless, some experts believe that a 2- to 3-month
trial with IVIg may be reasonable for selected patients with IBM
who experience rapid progression of muscle weakness or choking
episodes due to worsening dysphagia.
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PROGNOSIS
The 5-year survival rate for treated patients with PM and DM is ~95%,
and the 10-year survival rate is 84%; death is usually due to pulmonary,
cardiac, or other systemic complications. The prognosis is worse for
patients who are severely affected at presentation, when initial treatment is delayed, and in cases with severe dysphagia or respiratory
difficulties. Older patients and those with associated cancer also have
a worse prognosis. DM responds more favorably to therapy than PM
and thus has a better prognosis. Most patients improve with therapy,
and many make a full functional recovery, which is often sustained
with maintenance therapy. Up to 30% may be left with some residual
muscle weakness. Relapses may occur at any time.
IBM has the least favorable prognosis of the inflammatory myopathies. Most patients will require the use of an assistive device such as a
cane, walker, or wheelchair within 5–10 years of onset. In general, the
older the age of onset in IBM, the more rapidly progressive is the course.
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Relapsing Polychondritis
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Relapsing polychondritis is an uncommon disorder of unknown cause
characterized by inflammation of cartilage predominantly affecting
the ears, nose, and laryngotracheobronchial tree. Other manifestations include scleritis, neurosensory hearing loss, polyarthritis, cardiac
abnormalities, skin lesions, and glomerulonephritis. Relapsing polychondritis has been estimated to have an incidence of 3.5 per million
population per year. The peak age of onset is between the ages of 40
and 50 years, but relapsing polychondritis may affect children and
the elderly. It is found in all races, and both sexes are equally affected.
No familial tendency is apparent. A significantly higher frequency
of HLA-DR4 has been found in patients with relapsing polychondritis than in healthy individuals. A predominant subtype allele(s)
of HLA-DR4 was not found. Approximately 30% of patients with
relapsing polychondritis will have another rheumatologic disorder,
the most frequent being systemic vasculitis, followed by rheumatoid
arthritis, and systemic lupus erythematosus (SLE). Nonrheumatic
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Table 389-1 Disorders Associated with Relapsing Polychondritisa
Systemic vasculitis
Rheumatoid arthritis
Systemic lupus erythematosus
Overlapping connective tissue disease
Spondyloarthritides
Behçet’s disease
Polymyalgia rheumatica
Primary biliary cirrhosis
Pulmonary fibrosis
Hashimoto’s thyroiditis
Myelodysplastic syndrome
Systemic vasculitis is the most common association, followed by rheumatoid arthritis and
systemic lupus erythematosus.

a

Source: Modified from CJ Michet et al: Ann Intern Med 104:74, 1986.

disorders associated with relapsing polychondritis include Hashimoto’s
thyroiditis, primary biliary cirrhosis, and myelodysplastic syndrome
(Table 389-1). In most cases, these disorders antedate the appearance
of relapsing polychondritis, usually by months or years; however, in
other instances, the onset of relapsing polychondritis can accompany
disease presentation.
PATHOLOGY AND PATHOPHYSIOLOGY
The earliest abnormality of hyaline and elastic cartilage noted histologically is a focal or diffuse loss of basophilic staining indicating depletion
of proteoglycan from the cartilage matrix. Inflammatory infiltrates are
found adjacent to involved cartilage and consist predominantly of mononuclear cells and occasional plasma cells. In acute disease, polymorphonuclear white cells may also be present. Destruction of cartilage begins
at the outer edges and advances centrally. There is lacunar breakdown
and loss of chondrocytes. Degenerating cartilage is replaced by granulation tissue and later by fibrosis and focal areas of calcification. Small loci
of cartilage regeneration may be present. Immunofluorescence studies
have shown immunoglobulins and complement at sites of involvement.
Extracellular granular material observed in the degenerating cartilage
matrix by electron microscopy has been interpreted to be enzymes,
immunoglobulins, or proteoglycans.
Immunologic mechanisms play a role in the pathogenesis of relapsing polychondritis. The accumulating data strongly suggest that
both humoral and cell-mediated immunity play an important role in
the pathogenesis of relapsing polychondritis. Immunoglobulin and
complement deposits are found at sites of inflammation. In addition,
antibodies to type II collagen and to matrilin-1 and immune
complexes are detected in the sera of some patients. The possibility
that an immune response to type II collagen may be important in the
pathogenesis is supported experimentally by the occurrence of auricular chondritis in rats immunized with type II collagen. Antibodies to
type II collagen are found in the sera of these animals, and immune
deposits are detected at sites of ear inflammation. Humoral immune
responses to type IX and type XI collagen, matrilin-1, and cartilage
oligomeric matrix protein have been demonstrated in some patients.
In a study, rats immunized with matrilin-1 were found to develop
severe inspiratory stridor and swelling of the nasal septum. The rats
had severe inflammation with erosions of the involved cartilage, which
was characterized by increased numbers of CD4+ and CD8+ T cells in
the lesions. The cartilage of the joints and ear pinna was not involved.
All had IgG antibodies to matrilin-1. Matrilin-1 is a noncollagenous
protein present in the extracellular matrix in cartilage. It is present in
high concentrations in the trachea and is also present in the nasal septum but not in articular cartilage. A subsequent study demonstrated
serum anti-matrilin-1 antibodies in approximately 13% of patients
with relapsing polychondritis; approximately 70% of these patients had
respiratory symptoms. Cell-mediated immunity may also be operative in causing tissue injury, since lymphocyte transformation can be
demonstrated when lymphocytes of patients are exposed to cartilage
extracts. T cells specific for type II collagen have been found in some
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