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Disseminated lymphangiomatosis
presenting with massive chylothorax

Abstract Background. Lymphangi-
omatosis is a disease characterized
by involvement of various body
constituents and can involve the
skeletal system, connective tissues,
and visceral organs.

Materials and methods. We present a
case of a 9-year-old girl where this
entity presented with extensive
right-sided chylothorax. Conven-
tional imaging, including skeletal
scintigraphy and contrast enhanced
CT of the chest and abdomen, may

have underestimated the extent of
the disease, as seen on follow-up T2-
weighted MR images of the chest
and abdomen in our case.

Results. MRI easily demonstrated
additional bone lesions as well as
multiple small splenic lesions, which
were difficult to appreciate on prior
CT examinations.

Conclusion. We suggest that MRI
may be helpful to assess the extent
of this disease more accurately.

Introduction

Lymphangiomatosis is a disease characterized by mal-
development of lymphatic drainage and can result in
chylothorax, as well as a multitude of other manifesta-
tions. We report a case involving an adolescent female
that was investigated by multiple modalities, including
radiography, skeletal scintigraphy, CT, and MRIL.

Case report

A 9-year-old girl presented with severe dyspnea that had pro-
gressed over the last few weeks. Chest radiographs demonstrated
a large right pleural effusion resulting in mediastinal shift and lytic
rib lesions on the same side. She was admitted for further work-up
of her condition. A massive right pleural effusion as well as lytic ill-
defined rib lesions involving the posterior aspects of the sixth and
seventh ribs were better demonstrated on a subsequent CT of the
chest (Fig.1). Additionally, there were suspicious tiny peripheral
splenic hypodensities on contrast-enhanced CT of the abdomen
(Fig.2). These findings were consistent with lymphangiomatosis in-
volving the right sixth and seventh ribs, resulting in massive chy-
lothorax with questionable involvement of the spleen. *™Tc-
methylene diphosphonate scintigraphy was then performed to
evaluate the metabolic activity of the observed rib lesions and to

screen the entire bony skeleton for other lesions. The bone scan
was essentially normal except for minimally increased uptake in
the abnormal right ribs seen at radiography (Fig. 3).

The patient underwent a right thoracotomy and pleural drain-
age, with evacuation of all chylous fluid present at that time. No
parenchymal lesion was found at operation, and there was no iso-
lated intrathoracic lymphatic leak. However, throughout the oper-
ation, there was a continuous leakage of chylous fluid from the
chest wall into the pleural space. The abnormal portions of the in-
volved ribs were resected, with biopsies taken of the ribs, pleura,
and lung. Despite resection, the chylous drainage persisted in the
postoperative period. A second thoracotomy was performed
3 days later, at which time a right parietal pleurectomy was also
performed. The right chylothorax reaccumulated rapidly thereaf-
ter.

CT of the chest was repeated approximately 5 months after the
initial diagnostic work-up, which showed post-surgical changes in
the right hemithorax. No additional bony abnormalities were not-
ed in the thoracic skeleton at that time. The patient was then
referred to another institution for treatment, where an MRI
of the chest and abdomen was obtained to evaluate the skeleton
and intra-abdominal organ involvement (Fig.4) (approximately
6 months after initial diagnostic work-up). Several other lesions in
the vertebrae and a single lesion in the sternum were noted, as
well as splenic lesions that were not well seen on a prior contrast-
enhanced CT examination. All bone and splenic lesions consistent-
ly showed high-signal intensity on T2-weighted spin-echo images
that were easily differentiated from normal bone marrow. Retro-









