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CASE REPORT

Asymptomatic Osteolysis of Ribs and Clavicles in

Progressive Systemic Sclerosis

J. V. Bertouch®, T. P. Gordont, D. Henderson} and P, M. Brooks**

From the Department of Medicine, Flinders Medical Centre, and the Rheumatology Unit,

Queen Elizabeth Hospital, Adelaide, South Australia

Abstract: Asymptomatic osteolysis of ribs and
clavicles in progressive systemic sclerosis. J. V.
Bertouch, T. P. Gordon, D. Henderson and P. M.
Brooks, Aust. N.Z. J. Med., 1982, 12, pp. 627-629.

The assaciation of severe osteolysis of clavicles
and ribs in a patient with progressive systemic
sclerosis is reported. The disappearance of the
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clavicles and upper ribs was not associated with
any symptoms. The possible causes of this
uncommon association are discussed.
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Progressive systemic sclerosis (PSS) is a diffuse
connective tissue disorder in which scleroder-
matous skin changes are accompanied by inflam-
matory, vascular and fibrotic changes in other
organs. Typically these changes occur in the
gastrointestinal tract, heart, lungs or kidneys. The
musculoskeletal system is commonly involved
and changes ranging from marginal joint erosions
to localised bone resorption have been described.
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Discussion

This case report represents the most severe exam-
ple of osteolysis in PSS that has been reported. A
remarkable feature is that the patient had no
symptoms referrable to the chest during the five-
year period in which bone resorption occurred.
The only symptom noted was the change in con-
tour of the upper chest as the right clavicle dis-
appeared. It is also interesting that serum calcium,
phosphate and alkaline phosphatase remained
within normal limits throughout the course of the
disease despite both osteolysis and widespread soft
tissue calcification. Radiologically, the progres-
sive tapering of ribs appeared to be due to resorp-
tion of cortical bone. The subsequent osteolysis
and subluxation occurred in the posterior portion
of each involved rib. Classically the earliest rib
lesion seen in PSS is erosion of the posterior
superior aspect®, allowing differentiation from
inferior notching due to vascular impression. The
changes in the right clavicle are unusual both
because of the extent of the osteolysis and because
the distal part, although markedly tapered, is still
present. It is much more common in PSS for the
distal clavicle to be eroded and tapered with spar-
ing of the proximal portion. These features were
seen in the left clavicle in this case. Additionally,
osteolysis was seen in areas quite removed from
joints and there was no radiological evidence of
periosteal new bone formation.

The mechanism of bone resorption in PSS is
not known. Bone loss in the phalanges is usually
ascribed to reduced blood flow secondary to
intimal proliferation and spasm of small vessels.
Haverbush et al.? proposed ischaemia as the likely
cause of osteolysis of the cervical spine in their
case report but found no vascular abnormality on
biopsy. However, an ischaemic mechanism for
bone resorption may be supported by the report
of avascular necrosis of the femoral head in a
patient with PSS who had not received cortico-
steroids.’ Histological examination of the inter-
costal or internal thoracic vessels in PSS for

evidence of vasculitis has not been performed to
our knowledge. Rib erosions are also well recog-
nised in rheumatoid arthritis, and are considered
to be due to scapula pressure or to bursitis in the
region between the scapula and thorax.!®'' The
extensive lesions seen in this case make this
explanation unlikely in PSS,

The radiological appearance of the right
clavicle resembled that seen in another condition
variously known as vanishing bone disease,
massive osteolysis or Gorham’s disease.'? 3 This
is characterised by complete disappearance of part
or all of a bone or bones in the absence of any
systemic disease. In this condition the character-
istic finding in tubular bone is tapering of the
margin of the lesion to a pencil point. There is
no evidence of any metabolic or endocrine dis-
turbance. Biopsy of affected areas shows replace-
ment of bone by angiomatous tissue and the
arteriovenous shunting may cause high output
cardiac failure. This is particularly interesting in
view of the well-known vascular lesions of skin
and other organs in PSS. Histological examina-
tion of involved bone and its vascular supply in
future cases of PSS may help to elucidate the cause
of this uncommon feature.
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