SPECIFIC FEATURES
(Table 388-1)

TABLE 388-1 Features Associated with Inflammatory Myopathies
Characteristic
Age at onset

Polymyositis
>18 years

Familial
No
association
Extramuscular
Yes
manifestations
Associated conditions
 Connective
Yesa
tissue diseases

 Systemic autoim- Frequent
mune diseasesb
 Malignancy
No
 Viruses
 Drugsd
 Parasites and
bacteriae

Yesc
Yes
Yes

Dermatomyositis
Adulthood and
childhood
No
Yes

Inclusion Body
Myositis
>50 years
Yes, in some
rare cases
Yes

Scleroderma and
Yes, in up to
mixed connective
20% of casesa
tissue disease
(overlap syndromes)
Infrequent
Infrequent
Yes, in up to 15% of
cases
Unproven
Yes, rarely
No

No
Yesc
No
No

Systemic lupus erythematosus, rheumatoid arthritis, Sjögren’s syndrome, systemic sclerosis, mixed connective tissue disease. bCrohn’s disease, vasculitis, sarcoidosis, primary biliary
cirrhosis, adult celiac disease, chronic graft-versus-host disease, discoid lupus, ankylosing
spondylitis, Behçet’s syndrome, myasthenia gravis, acne fulminans, dermatitis herpetiformis, psoriasis, Hashimoto’s disease, granulomatous diseases, agammaglobulinemia, monoclonal gammopathy, hypereosinophilic syndrome, Lyme disease, Kawasaki disease, autoimmune thrombocytopenia, hypergammaglobulinemic purpura, hereditary complement
deficiency, IgA deficiency. cHIV (human immunodeficiency virus) and HTLV-1 (human T cell
lymphotropic virus type 1). dDrugs include penicillamine (dermatomyositis and polymyositis), zidovudine (polymyositis), statins (necrotizing, toxic, or autoimmune myositis), and
contaminated tryptophan (dermatomyositis-like illness). Other myotoxic drugs may cause
myopathy but not an inflammatory myopathy (see text for details). eParasites (protozoa,
cestodes, nematodes), tropical and bacterial myositis (pyomyositis).

a

HPIM19_Part15_p2103-p2250.indd 2195

Polymyositis The actual onset of PM is often not easily determined, 2195
and patients typically delay seeking medical advice for several weeks
or even months. This is in contrast to DM, in which the rash facilitates
early recognition (see below). PM mimics many other myopathies and
is a diagnosis of exclusion. It is a subacute inflammatory myopathy
affecting adults, and rarely children, who do not have any of the following: rash, involvement of the extraocular and facial muscles, family
history of a neuromuscular disease, history of exposure to myotoxic
drugs or toxins, endocrinopathy, neurogenic disease, muscular dystrophy, biochemical muscle disorder (deficiency of a muscle enzyme), or
IBM as excluded by muscle biopsy analysis (see below). As an isolated
entity, PM is a rare (and overdiagnosed) disorder; more commonly,
PM occurs in association with a systemic autoimmune or connective
tissue disease or with a known viral or bacterial infection. Drugs, especially D-penicillamine, statins, or zidovudine (AZT), may also trigger
an inflammatory myopathy similar to PM.
Dermatomyositis DM is a distinctive entity identified by a characteristic rash accompanying, or more often preceding, muscle weakness.
The rash may consist of a blue-purple discoloration on the upper
eyelids with edema (heliotrope rash; see Fig. 73-3), a flat red rash on
the face and upper trunk, and erythema of the knuckles with a raised
violaceous scaly eruption (Gottron’s sign; see Fig. 73-4). The erythematous rash can also occur on other body surfaces, including the
knees, elbows, malleoli, neck and anterior chest (often in a V sign), or
back and shoulders (shawl sign), and may worsen after sun exposure.
In some patients, the rash is pruritic, especially on the scalp, chest,
and back. Dilated capillary loops at the base of the fingernails are also
characteristic. The cuticles may be irregular, thickened, and distorted,
and the lateral and palmar areas of the fingers may become rough and
cracked, with irregular, “dirty” horizontal lines, resembling mechanic’s
hands. The weakness can be mild, moderate, or severe enough to lead
to quadriparesis. At times, the muscle strength appears normal, hence
the term dermatomyositis sine myositis. When muscle biopsy is performed in such cases, however, significant perivascular and perimysial
inflammation is often seen.
DM usually occurs alone but may overlap with scleroderma and
mixed connective tissue disease. Fasciitis and thickening of the skin,
similar to that seen in chronic cases of DM, have occurred in patients
with the eosinophilia-myalgia syndrome associated with the ingestion
of contaminated l-tryptophan.
Inclusion Body Myositis In patients ≥50 years of age, IBM is the most
common of the inflammatory myopathies. It is often misdiagnosed as
PM and is suspected only later when a patient with presumed PM does
not respond to therapy. Weakness and atrophy of the distal muscles,
especially foot extensors and deep finger flexors, occur in almost all
cases of IBM and may be a clue to early diagnosis. Some patients
present with falls because their knees collapse due to early quadriceps
weakness. Others present with weakness in the small muscles of the
hands, especially finger flexors, and complain of inability to hold
objects such as golf clubs or perform tasks such as turning keys or tying
knots. On occasion, the weakness and accompanying atrophy can be
asymmetric and selectively involve the quadriceps, iliopsoas, triceps,
biceps, and finger flexors, resembling a lower motor neuron disease.
Dysphagia is common, occurring in up to 60% of IBM patients, and
may lead to episodes of choking. Sensory examination is generally
normal; some patients have mildly diminished vibratory sensation at
the ankles that presumably is age-related. The pattern of distal weakness, which superficially resembles motor neuron or peripheral nerve
disease, results from the myopathic process affecting distal muscles
selectively. Disease progression is slow but steady, and most patients
require an assistive device such as cane, walker, or wheelchair within
several years of onset.
In at least 20% of cases, IBM is associated with systemic autoimmune or connective tissue diseases. Familial aggregation of typical IBM
may occur; such cases have been designated as familial inflammatory
IBM. This disorder is distinct from hereditary inclusion body myopathy (h-IBM), which describes a heterogeneous group of recessive,
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children and adults and women more often than men. IBM is three
times more frequent in men than in women, more common in whites
than blacks, and is most likely to affect persons age >50 years.
These disorders present as progressive and symmetric muscle weakness except for IBM, which can have an asymmetric pattern. Patients
usually report increasing difficulty with everyday tasks requiring the
use of proximal muscles, such as getting up from a chair, climbing
steps, stepping onto a curb, lifting objects, or combing hair. Finemotor movements that depend on the strength of distal muscles,
such as buttoning a shirt, sewing, knitting, or writing, are affected
only late in the course of PM and DM, but fairly early in IBM. Falling
is common in IBM because of early involvement of the quadriceps
muscle, with buckling of the knees. Ocular muscles are spared, even in
advanced, untreated cases; if these muscles are affected, the diagnosis
of inflammatory myopathy should be questioned. Facial muscles are
unaffected in PM and DM, but mild facial muscle weakness is common
in patients with IBM. In all forms of inflammatory myopathy, pharyngeal and neck-flexor muscles are often involved, causing dysphagia or
difficulty in holding up the head (head drop). In advanced and rarely
in acute cases, respiratory muscles may also be affected. Severe weakness, if untreated, is almost always associated with muscle wasting.
Sensation remains normal. The tendon reflexes are preserved but may
be absent in severely weakened or atrophied muscles, especially in
IBM, where atrophy of the quadriceps and the distal muscles is common. Myalgia and muscle tenderness may occur in a small number of
patients, usually early in the disease, and particularly in DM associated
with connective tissue disorders. Weakness in PM and DM progresses
subacutely over a period of weeks or months and rarely acutely; by
contrast, IBM progresses very slowly, over years, simulating a late-life
muscular dystrophy (Chap. 462e) or slowly progressive motor neuron
disorder (Chap. 452).
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