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SHORT REPORT

A patient with one limb interstitial myositis with
localised lipoatrophy presenting with severe

cramps and fasciculations

Alain Creange, Jean-Luc Renard, Pierre Millet, Sylvie Boisnic, Dominique Felten,
Daniel Bequet, Jean-Jacques Hauw

Abstract
A case of interstitial myositis associated
with a localised lipoatrophy is reported.
The patient is a 24 year old man who pre-

sented with severe painful cramps and
fasciculations localised to one limb. The
rarity of both disorders, and their likely
common autoimmune mechanism, sug-

gest that this is not a chance association.

(3 Neurol Neurosurg Psychiatry 1994;57:1541-1543)
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Focal histopathological changes, such as pan-

niculitis, appear rarely in patients with myosi-
tis. Exceptionally, such changes may be
associated with cramps and fasciculations.1
We report a case of interstitial myositis with
localised lipoatrophy, presenting with cramps

and fasciculations, without previous clinical
panniculitis.

Lipodystrophy is a rare condition, present-
ing as a loss of subcutaneous fat, that may

occur in total, partial, or localised form.2
Total lipodystrophy can be congenital or

acquired, and is usually associated with clini-
cal features including hepatomegaly, dys-
lipidaemia, hyperpigmentation, diabetes
mellitus, and glomerulonephritis.2 In partial
lipodystrophy, the loss of subcutaneous fat
usually spares the legs. The cause is
unknown. It is usually sporadic, but may be
transmitted as an autosomal dominant trait.
Localised lipodystrophy, or lipoatrophy, is a

different syndrome: scattered atrophic areas

with loss of subcutaneous fat may be due to
various conditions such as withdrawal of
steroid treatment, insulin injections, trauma,
or sequels of panniculitis in connective tissue
diseases (for a review see Commens et all).
An association of lipodystrophy with sclero-
dermaa, idiopathic thrombocytopenic purpura,
Hashimoto's thyroiditis, and juvenile
rheumatoid arthritis has been occasionally
reported,2 and an association with a focal
interstitial myositis has been reported in two
cases.3 4

Case report
A 24 year old man was admitted for evalua-
tion of cramps. He had had painful cramps in

the anterior part of the right thigh and calf for
16 months. These occurred at rest and during
sleep, and were elicited by movements. The
patient noticed an atrophy of the entire right
leg and an alopecia in the same area.
Examination showed spontaneous thigh and
calf fasciculations and cramps of the quadri-
ceps femoris muscle. Movements and muscle
percussion induced fasciculations and con-
tractures. Muscle strength and sensory exam-
ination were normal. The right patellar reflex
was faint. The right thigh diameter was 42-5
cm and the left diameter was 46 cm (fig 1A).
There was an alopecia, complete on the right
thigh and partial on the right calf. The subcu-
taneous fat of large parts of the right lower
limb including the buttock was absent on skin
examination. There was a round area of skin
hyperpigmentation on the right thigh (fig 1A)
and subcutaneous vessels were visible. There
was no skin hardness or limb retraction. The
skin was freely mobile over subcutaneous tis-
sues. Normal laboratory findings included
standard laboratory investigations, serologies
for HIV, HTLV1, and Borrelia burgdorferi.
Serum antinuclear antibody titre was 1/160
and rheumatoid factors were 1/64.
Examination by needle EMG showed sponta-
neous isolated and sometimes complex bursts
of repetitive discharges in the right quadri-
ceps femoris muscle. Cramps corresponded
to high frequency motor unit discharges at 50
impulses per second. Fibrillations, positive
waves, electrical myokymia, continuous mus-
cle activity at rest, nerve hyperexcitability,
and myotonic discharge at needle insertion
were absent. There were normal motor units
during voluntarily contraction of muscles.
Motor and sensory conduction velocities and
latencies were normal. Sensory evoked poten-
tial amplitudes were low in both peroneal
nerves. The effects of limb ischaemia,
regional curare test, nerve block, and repeti-
tive nerve stimulations were not studied.
Cerebral and spinal MRI were normal.
Computed tomography showed atrophy of
muscle and subcutaneous fat of the thigh
(figures B and C). A course of carbamazepine
(600 mg per day) resulted in an excellent
improvement. Cramps and contractures
nearly disappeared and clusters of fascicula-
tions occurred only once a day. Four months
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(A) Anterior view of the
patient showing global
atrophy of the right leg and
thigh. Arrows indicate the
area of skin
hyperpigmentation. (B)
and (C) CT transverse
sections of the thighs of the
patient; (B) right; (C)
left. Loss of subcutaneous
fat is seen in B (arrows).
(D) Skin biopsy. Mild cell
infiltration by mononuclear
cells, and arrectores
pilorum muscles apparently
situated in the middle to
upper dermnis are seen
(paraffin embedding;
haematoxylin-eosin stain
originally x 140). (E)
Quadriceps femoris muscle
biopsy showing
perivascular cuffs of
mononuclear cells
extending to the muscle
interstitium, without
necrosis of muscle cells
(cryocut section;
haematoxylin-eosin stain
originally x 350).

later, we noted an annular hyperpigmented

plaque with central atrophy of subcutaneous

fat on the left thigh. On the right thigh, the

subcutaneous fat had partially reappeared.

HISTOPATHOLOGY

A skin biopsy, performed on the right thigh,
showed mild perivascular lymphocyte infiltra-

tion. Collagen fibres appeared atrophic.
Arrectores pilorum muscles were apparently
situated in the mid to upper dermnis (figure,
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Myositis associated with lipoatrophy

Discussion
Muscular symptoms of our patient differed
from a typical cramp-fasciculation syndrome
in affecting only one limb and by the associa-
tion with infiltrates of lymphocytes.5 Absence
of continuous motor unit activity on the
EMG was inconsistent with Isaac's syn-

drome. Absence of central or peripheral ner-

vous system abnormalities, metabolic disease
(diabetes mellitus, renal failure), chronic
intoxication (coffee, alcohol), arterial
ischaemia, and degenerative or dystrophic
muscle diseases suggest that symptoms might
be related to the infiltration of lymphocytes
into the interstitial muscle, which could excite
intramuscular nerve terminals.

In this patient, association of atrophy of fat
and muscle, and morphea-like changes were

characteristic of localised lipoatrophy. This
condition includes lipoatrophia annularis,
lipoatrophia semicircularis, lipodystrophia
centrifugalis, and abdominalis infantilis6 and
the atrophic connective tissue disease panni-
culitis.2 Several features were not consistent
with the diagnosis of linear scleroderma. This
is usually an acute solitary unilateral lesion
that may involve the skin, subcutaneous fat,
vessels, and muscles in sclerosis without
extensive atrophy of subcutaneous fat.7

Lipodystrophy is usually associated with a

variety of systemic conditions,2 and occasion-
ally with muscular atrophy or muscle fibre
degeneration,8 neuropathy,9 myopathy,'0 or

dermatomyositis.' Lipodystrophy and intersti-
tial myositis have been described by Palliyath
and Garcia in a 54 year old man who experi-
enced a 30 year history of cramps in muscles
surrounded by a lipoatrophic skin.3 Right
lower limb muscles were atrophic and weak.
Muscle biopsies showed interstitial lympho-
cyte infiltration and occasional muscle fibre
necrosis. Skin biopsies showed lipoatrophy
of subcutaneous tissue with perivascular
lymphocyte infiltration and thick collagen
bundles in the dermis. Bettley reported
localised panatrophy in a 12 year old boy.4
The subcutaneous fat of the left buttock had

disappeared, ipsilateral gluteal muscles were
weak, and there were several areas of atrophic
subcutaneous tissues, the skin itself appearing
normal. Histological examination showed
slight perivascular mononuclear cell infiltra-
tion of the skin, without fatty subcutaneous
tissue. Muscle fibres were atrophic and areas
of coagulation necrosis with patchy lympho-
cyte infiltration were seen. In our patient,
positive antinuclear antibodies and rheuma-
toid factors, the presence of mononuclear
perivascular infiltrates, and the absence of
infectious, iatrogenic, or traumatic history
suggest an autoimmune origin of both cuta-
neous and muscle disorders. We did not treat
this patient with steroids as regression of the
cell infiltration in localised lipoatrophy may
occur spontaneously."

We thank P Mielle for technical assistance and Dr Durand for
carrying out the electrophysiological examinations.
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