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ABSTRACT

Inflammatory myopathies encompass a wide range of disorders. This article deals with the idiopathic inflammatory myopathies.
Classification and disgnostic criteriaproposed by Bohan and Peter are still widely used, Diagnosis is based on clinical features, muscle
enzyme abnormalities, electromyographic findings and muscle biopsy results. There are known associations with malignancy and
lung disease which may affect the prognosis. Management consists of the prudens use of corticosteroids. In refractory cases, cytotoxic

agents, cyclosporin and plasmapheresis have been used.
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INTRODUCTION

The term “idiopathic inflammatory myopathy™ encompasses a
variety of diseases. It includes polymyositis, dermatomyositis,
cancer-associated myositis, connective tissue disease-associ-
ated myositis, childhood dermatomyosilis and inclusion body
myositis!?. Diagnosis can be difficult, especially in the earlier
stages, A patient may present to a family physician, a neurolo-
gist, dermatologist or rtheumatologist with mild weakness or a
rash. Ceriain differential diagnoses have to be considered. These
include endocrine myopathies, toxic myopathies, infective
forms, polymyalgia rheumatica, chronic fatigue syndrome, HIV
myopathy and other rarer causes such as trichinosis and
McArdle’s disease. When a diagnosis is made, management
involves the prudent use of corticosteroids and
immunosuppressive agents. The aim of treatment is to achieve
adequate control of the illness while avoiding the side-effects
of the medications.

DIAGNOSIS AND CLASSIFICATION
Prior 10 1975, diagnosis and classification of this group of
disorders did not follow standardised criteria, making it diffi-
cult to draw conclusions from studies which employed varying
criteria. In that year, Bohan and Peter, “* proposed criteria for
both diagnosis and classification which are still the most widely
adopted today although newer classifications have been sug-
gested,

The classifications used by Bohan and Peter are as fol-
lows:

Groupl - Primary Idiopathic Polymyositis
Gronp Il - Primary Idiopathic Dermatomyositis
Group I - Dermatomyositis (or polymyositis) as-
sociated with neoplasia
Grouply -  Childhood dermatomyositis (or
polymyositis) associated with vasculitis
Group V - Polymyositis or dermatomyositis with
associated collagen-vascular disease
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Five major criteria are used for diagnosis:

1) Symmetrical weakness of the limb-girdle muscles and an-
terior neck flexors over weeks or months.

2) Muscle-biopsy evidence of necrosis of Type I and II fi-
bres, phagocytosis, regeneration with basophilia, large ve-
sicular sarcolemma! nuclei and prominent nucleoli,
perifascicular atrophy, variation in fibre size and an in-
flammatory exudate which is often perivascular,

3) Elevation of serum skeletal muscle enzymes,

4) Electromyographic changes of shori, small, polyphasic mo-
tor units, fibrillations, positive sharp waves and insertional
irritability, and bizarre, high-frequency repetitive discharges.

5) Dermatologic features such as a heliotrope rash and
Gottren’s sign.

The first four criteria are used to make a diagnosis of
polymyositis (PM). The presence of all four is required 1o
make a “definite diagnosis”. A *probable diagnosis” requires
three and a “possible diagnosis” requires two criteria.

For a diagnosis of dermatomyositis (DM), the dermatologic
features have to be present. Of the remaining four criteria, the
presence of three or four is required 1o make a “definite diag-
nosis”, A “probable diagnosis” requires two and a “possible
diagnosis”requires one criterion.

Inclusion body myositis is a distinct entity, first character-
ised by Carpenter et al @ in 1978. Clinically, it lacks features
of a collagen-vascular disease and takes a relatively benign
and protracted course. It frequently involves distal muscles
and is found mainly in males and it responds poorly to steroid
therapy. A definite diagnosis is only possible with the aid of
electron microscopy.

EPIDEMIOLOGY AND PATHOGENESIS

Idiopathic inflammatory myopathies are fairly uncommon and
true incidences are hard to determine. Epidemiological studies
teport varying figures. In the United States, Medsger et al®
reported an annual incidence of 5 cases per million in Shelby
Country, Tennessee, 2.18 per million for Israel was quoted by
Benbasset and colleagues®™, In general the illness showed a
bimodal age distribution with peak incidence rates in the 5 to
14 and 45 w0 64 age groups®. Most authors note a slight fe-
male predominance especially among Negro females. There
are no local figures.

There is strong evidence for immune-mediated inflamma-
tion in dermatomyositis and polymyositis, Capillary damage
in muscle tissue is seen in dermatomyositis. This eventually
results in microinfarcts, focal loss of myofibrils and
perifascicular atrophy which are all characteristic histological
findings"®. Deposition of the membrane attack complex (C5B-



9) in the capillary bed has been demonstrated®?. In
polymyositis, there is evidence for lymphocyte and macrophage
mediated cytotoxic damage!?. There is strong expression of
class I products of the major histocompatibility complex in the
sarcolemma of these patients!™. Although there is some evi-
dence that viral triggers may play a role, causalive agents re-
main unknown.

CLINICAL FEATURES

The major clinical feature is muscle weakness rather than mus-
cle pain or tenderness, although it may not be the presenting
feature. In a computer-assisted analysis of 153 patients, Peter
and Bohan ® found that most patients had muscle weakness at
some point of time although it was the presenting feature in
only 69%. The pathognomonic lesions of dermatomyositis may
not be present in 15% of such patients who have more subtle
photosensitive or vasculitic lesions. Muscular calcifications and
systemic vasculitis are more likely 1o be found in the child-
hood forms,

The presence of interstitial Iung disease is thought to ad-
versely affect prognosis 9. It is found in about 10% of pa-
tients with DM/PM. Anti-Jo 1 antibody serves as a marker for
its presence’®. As the disease progresses, other pulmonary
problems may develop. Of particular concem are aspiration
pneumonia and hypoventilation due to muscular weakness, op-
portunistic lung infections and drug-induced pneumonitis.

Arthralgia, dysphagia, cardiac abnormalities and Raynaud's
phenomenon are some of the other less common clinical fea-
tures found.

Other serological markers such as anti-nuclear antibody
and rheumatoid factor are not specific tests. Antibodies such
as antibodies to double-stranded DNA, Smith antigen, Ro (SS-
A) and ribonucleoprotein may assist in the diagnosis of associ-
ated collagen-vascular diseases in the presence of overlap clini-
cal features.

Creatinine kinase evaluation is the most useful of the mus-
cle enzymes, both for diagnosis and for follow-up. It can be
normal in 5% of palients. Similarly, muscle biopsy and EMG
can be normal in 10% of patients. EMG is not good for assess-
ing activity or for distinguishing between various forms of
myosilis. The muscle biopsy can provide a more specific diag-
nosis, the clearest example being inclusion body myositis. In
many instances, PM and DM show distinctive histological fea-
tures. The activity of illness can also be determined from the
degree of inflammatory infiltration and follow-up biopsies may
contribute to information regarding the progress of the patient.
The diagnostic yield of open and needle biopsies is very simi-
lar and each technique has advantages and disadvantages. Both
techniques can result in sampling error. Results depend on the
expertise and experience of the person performing the biopsy,
the technician preparing the muscle specimens and the pa-
thologist. '

Difficulty arises when one has 10 distinguish weakness due
to steroid myopathy from active inflammatory muscle disease.
Muscle biopsy findings are not always helpful and clinical
Jjudgement is of great value,

ASSOCIATION WITH MALIGNANCY

The association of PM/DM with malignancy remains contro-
versial. Figures ranging from 10-70% have been quoted. Most
of the studies do not involve control populations. Manchul et
al'” did a controlled study and found no increase in the number
of malignancies subsequent to the diagnosis of DM/PM. There
was however an association with malignancies diagnosed at or
before the diagnosis of DM/PM. It is generally accepted that
patients with dermatomyositis and males and older patients
have a higher risk of malignancy. However, extensive screen-
ing tests should be guided by a thorough clinical history and
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examination, including per rectal, breast, ENT and
gynecological examinations. Simple tests such as a full blood
count, chest X-ray, urinalysis, liver function tests and fecal
occult blood testing are also indicated. In a cohort of DM
patients, Cox et al™ showed that extensive. screening tests
such as barium enema, barium meal, gaslroscopy, intravenous
urography, mammography, laparoscopy and CT scanning of
the abdomen did not increase the number of malignancies di-
agnosed in patients in whom the history, physical examination
and simple tests were normal, A recent study by Basset-Seguin
et al ® found cutaneous necrosis and an elevated erythrocyte
sedimentation rate to be potential markers for malignancy in
adult DM.

PROGNOSES AND TREATMENT
Mortality figures vary beiween 14-50% and various factors
have been proposed to predict an unfavourable outcome, al-
though none has been found 1o do so consistently. Some of
these factors include the presence of malignancy, pulmonary
complications, age greater than 50, dysphagia, severity of weak-
ness, childhood onset and a longer duration of weakness prior
to diagnosis™*), Common causes of death include malignancy,
pulmonary complications and ischaemic heart disease.
Although corticosteroids are widely accepted as the initial
therapy of choice, no controlled trials have been performed to
assess their efficacy. The most common regime involves the
use of prednisolone or its equivalent in a dose of 1mg/kg for
one to two months, after which a slow tapering of about 10mg
per week is instituted until a maintenance dose of 5 to 10mg
per day is reached at four months ®%. There are variations in
steroid therapy involving aliernate day doses and intravenous
pulses of methylprednisolone. Treatment has 1o be tailored to
the individual’s needs. In general, clinical improvement lags
behind a fall in creatinine kinase by several wecks or months.
One has to consider weakness arising from corticosteroid
therapy or hypokalemia while a patient is receiving treatment.
If remission is achieved, maintenance treatment should be con-
tinued for at least one year before complete withdrawal of
drugs. Long term follow up is advisable as relapses can occur.
There is a group of patients in whom corticosteroids alone
produces an inadequale response or no response at all,
Methotrexate, azathioprine and cyclophosphamide have been
found 10 be of benefit in such patients®2%, In patients who are
extremely refractory 1o therapy, there are anecdoctal reports of
success with plasmapheresis, cyclosporin, to1al body irradia-
tion and combination immunosuppressive reatment ®¢%,

CONCLUSION
Idiopathic inflammatory myopathies, although uncommon,
make a considerable impact on the lives of those who are
afflicted. An early diagnosis, a competent assessment and skilled
management ¢an make a remendous difference to the progno-
sis of the patient,
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