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picture in a case of childhood dermatomyositis. A five-
year-old girl was first hospitalised in 1971 with muscular
pain and weakness accompanied by mild malar erythema
and an erythematous/violaceous maculopapular eruption
over the extensor surfaces of the interphalangeal joints,
elbows, and knees; the electromyogram (EMG) was
consistent with myositis. Without treatment the patient
presented spontaneous remission during the following
months.

In 1975, at 9 years of age, similar symptoms affecting the
skin and proximal muscle groups recurred, and a diagnosis
of dermatomyositis was confirmed by increase of muscle
enzymes (creatine phosphokinase 410 U/l) and typical
EMG findings. Again the symptomatology disappeared
without treatment.
The child led a normal life and played sports. In January

1984 the skin lesions recurred accompanied by periorbital
lilac discoloration, cutaneous arteritic lesions on the
medial aspect of the thighs, mild proximal muscular
weakness, and moderate increase of muscle enzymes. The
symptomatology resolved rapidly with a short period of
low dose steroids. Generally, childhood dermatomyositis
follows a uniphasic course. The activity of the disease may
last from only a few months to two or three years followed
by recovery;2 during this period recurrence of the
symptomatology is generally the consequence of pre-
mature discontinuation of treatment. On the contrary in
our patient, as in the adult reported by Foley and Payne,'
the clinical course of the disease was polyphasic with
recurrences separated by long periods of spontaneous
remissions.
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The lupus anticoagulant,
pulmonary thromboembolism,
and fatal pulmonary
hypertension
SIR, The article by Anderson and Ali' is an important
contribution which may provide insights into the develop-
ment of pulmonary hypertension in patients with systemic
lupus erythematosus (SLE). While decreased synthesis/
release of prostacyclin2 or diminution of its activity3 may
be responsible for the paradoxical association of the lupus
anticoagulant with thrombotic tendencies or states, other
mechanisms may be significant. Relative deficiencies of
protein C or antithrombin III (ATIII) have been associ-
ated with development of a thrombotic diathesis.' 5
Depression of ATIII levels has been noted in SLE,
correlating with disease activity.6 Perhaps central to the

question is the cogent observation by Anderson and Ali'
that warfarin therapy was ineffective in controlling the
thrombotic diathesis in their patient, in spite of main-
tenance of the prothrombin ratio in the therapeutic range.
Oral anticoagulants have been generally noted to augment
levels of both protein C7 and ATIII.8 One exception has
been noted. A subgroup of individuals was identified, by
Penner and Hunter,9 in whom recurrent thrombotic
phenomena were noted, even when the prothrombin time
was prolonged to the normally 'acceptable' range. That
group was categorised by failure of the anticoagulant to
produce the expected increase in antithrombin III concen-
tration. As ATIII deficiency-associated phenomena are
responsive to ATIII transfusion,0 identification of de-
ficiency states would appear to be of more than academic
interest. It would be of interest to study plasma' from such
patients as described by Anderson and Ali further, to
determine if such potentially treatable phenomena were
present.
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Bufexamac crystals in synovial
fluid analysis
SIR, Bufexamac, a non-steroidal drug for intra-articular
injection, was recently introduced. Its pharmacology and
efficacy have been studied by several authors. i-4 On
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