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Bilateral chylothorax
complicating massive
osteolysis (Gorham's
syndrome)
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Abstract
Chylothorax may rarely occur in osteolysis.
A fatal case of bilateral chylothorax com-
plicating massive osteolysis is described
and the pathogenesis and management are

discussed.
(Thorax 1996;51:1277-1278)
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A 27 year old man was admitted with a one
month history of progressive shortness of
breath. Past medical history disclosed repeated
clavicular fractures after minor injuries. Phys-
ical examination showed him to be under-
nourished, apyrexial, but tachypnoeic (res-
piratory rate 28/min). There were signs of bi-
lateral pleural effusions. The chest radiograph
showed bilateral massive pleural effusions, ab-
sence of both clavicles, and demineralisation
of the left first rib and medial part of the left
scapula. The serum albumin level was low at
28 g/l but haematological and other bio-
chemical findings were normal.

Bilateral thoracentesis yielded white milky
fluid with a laboratory analysis consistent with
chyle. Cytological examination and cultures
showed no malignant cells or microorganisms.
His respiratory compromise necessitated re-
peated aspirations and, subsequently, bilateral
intercostal tube drainage. Gastrointestinal
rest and total parenteral hyperalimentation
were promptly instituted. Lymphangiography
showed normal lymph channels in the inguinal
and lumbar areas, but areas ofminimal contrast
leakage were noted in the upper and lower part
of the left thoracic cavity; however, the thoracic
duct was not visualised on the 24 and 48 hour
films. Subsequent chest radiographs showed
progressive resorption of the left first to third
ribs, left transverse processes of the first to
third thoracic vertebrae, part of the body of the
seventh cervical vertebra, spinous process of
the left scapula, and the right first and second
ribs (figure).

Despite maximal nutritional support his con-
dition deteriorated. Chest tube drainage per-
sisted at a rate of approximately 1500 ml/day.
By the third week a diagnosis of massive osteo-
lysis was considered and open thoracotomy
with a view to thoracic duct ligation was
planned. However, the patient rapidly de-

Figure 1 Chest radiograph showing resorption of the left
first and second ribs (arrows), thinning of the spinous
process of the left scapula (arrowhead), and left pleural
effusion. The left clavicle is absent.

teriorated and died the following day. Necro-
scopic examination of the affected ribs
showed enlargement of the marrow spaces
which were completely replaced by numerous
lymphatic vessels.

Discussion
Massive osteolysis (Gorham's syndrome) is a
rare disease ofunknown aetiology characterised
by progressive resorption of bones. The re-
cognition of this syndrome stemmed from the
case reports and a review ofhistological findings
by Gorham and Stout in the 1950s.12
There are no unifying histological features;

however, the osteolysis is typically associated
with a proliferation of thin walled, endothelial
lined capillary or sinusoidal vascular channels,
usually blood vessels, but lymphatic vessels as
in our case have also been described.34 The
lesions are histologically benign and there is
minimal, if any, osteoclastic activity.
The haemangiomas or lymphangiomas may

extend and destroy adjacent bones. The mech-
anism ofbone resorption is currently unknown.
There is a propensity for involvement of the
maxilla, shoulder girdle, ribs, spine and pelvis.5
Dull aching, weakness in an affected limb,
and skeletal deformities are prominent features.
Spontaneous arrest has been noted in some
cases."2 The ultimate extent of the disorder
cannot be predicted from the initial lesion and
widespread involvement of the skeleton, par-
ticularly of the spine and thorax, may result in
neurological and pulmonary sequelae.
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Osteolysis may result from systemic diseases
such as rheumatoid arthritis and hyper-
parathyroidism. Hereditary osteolysis may

show dominant or, rarely, recessive trans-
mission. It presents in childhood and primarily
involves the hands and feet.6 Essential osteo-
lysis is characterised by resorption of carpal
and/or tarsal bones with progressive renal fail-
ure.6 The clinical presentation and histological
findings of the affected bones distinguish Gor-
ham's syndrome from these clinical entities.
Of particular interest is the unusual as-

sociation with chylothorax. There have been
25 cases of chylothorax complicating Gorham's
syndrome in the English literature, 10 ofwhich
were bilateral.7 It results from invasion of the
thoracic duct7 or penetration of vascular dys-
plasia into the pleural cavity.8 Bilateral chylo-
thorax complicating Gorham's syndrome is
almost always fatal. Based on the evidence of
the small number of cases reported, prompt
thoracic duct ligation may be life saving (two
of the four reported cases).'
The exact cause of death in this case is not

known in view of the lack of necropsy data.
According to the literature, mortality in this con-

dition is usually due to malnutrition, lympho-

penia, and superimposed infection.7 Massive
osteolysis was not cited as a possible cause in
recent reviews of chylothorax.9 1' Considering
the aggressive nature of this complication,
physicians should be aware of massive osteo-
lysis as a possible underlying cause of chylo-
thorax.
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