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Generalised
lymphangiectasia:
pulmonary presentation
in an adult
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Abstract

A 25 year old man presented with dyspnoea
and was found to have generalised, but
predominantly pulmonary, lymphangi-
ectasis without gastrointestinal symp-
toms. This is an unusual presentation of
a disorder previously diagnosed only in
childhood.

(Thorax 1996;51:767-768)
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Pulmonary lymphangiectasis was first de-
scribed by Virchow over 100 years ago' and
can be classified as primary, secondary, or part
of a generalised lymphatic abnormality.>* We
describe a patient who presented in adult life
with generalised lymphangiectasis and pre-
dominantly pulmonary disease which has not
been reported previously.

Case report

A 25 year old man presented with a three
month history of breathlessness on exertion.
He had suffered from asthma from six to 13
years of age and had no other illnesses. There
was no significant family history and ex-
amination revealed no abnormal physical find-
ings. A chest radiograph showed widespread
interstitial shadowing throughout both lung
fields. Echocardiography was normal and, in
particular, there was no abnormality of the
proximal pulmonary veins or left atrium. An
open lung biopsy specimen revealed a small
amount of clear yellow pleural fluid. The sur-
face of the lung was inflamed and the under-
lying lung was stiff; the lymphatic vessels were
markedly distended. Light microscopic ex-
amination showed wide interlobular septae
with marked interstitial oedema. A con-
siderable proliferation of dilated lymphatic ves-
sels staining positively for elastin was seen — a
probable consequence of lymphatic obstruction
outside the lungs.

Two months later he presented with severe
dyspnoea due to a large right sided pleural
effusion which was aspirated with symptomatic
relief. He remained well enough to continue
playing sports for four years but then gradually
developed increasing breathlessness over a
period of six years culminating in readmission.
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On examination he looked unwell and was
cyanosed and breathless on minimal exertion.
He had a swollen oedematous right leg with
cutaneous discolouration. There was no palp-
able lymphadenopathy. Examination of the
chest revealed dullness to percussion at the
right base with reduced breath sounds and
widespread wheezes in all other zones. In-
vestigation showed normal haemoglobin, mild
thrombocytopenia (platelets 106 x 10°/1) and a
raised white blood cell count of 14 x 10%1 with
88% neutrophils. Blood gas tensions breathing
room air showed a Pao, of 8:6 kPa and a Paco,
of 7-7 kPa. Spirometric tests gave a forced ex-
piratory volume in one second (FEV,) of 0-71
(15% predicted) and a vital capacity (VC)
of 1:71 (29% predicted). Chest radiography
showed pleural calcification with a large pleural
effusion on the right and diffuse interstitial
shadowing throughout the lung fields (figure).
A computed tomographic scan of the chest
showed massive mediastinal lymphatic dilata-
tion surrounding and encasing the medi-
astinal structures and appearing to extend out
into the lung fields. These appearances ex-
tended down into the abdomen and around
the coeliac axis. The possibility of lymphatic
obstruction due to enlarged lymph nodes was
considered. Mediastinoscopy was attempted
but the large, tense, dilated lymphatic vessels
had the appearance of dilated veins and the
procedure was abandoned for fear of haem-
orrhage. A right explorative thoracotomy was
subsequently performed and a loculated pleural
collection was drained yielding dark caseous
material and altered blood. The surrounding
thick and calcified pleura was decorticated.
Postoperative treatment with nebulised bron-
chodilators and oral corticosteroids was fol-
lowed by an improvement in lung function with
FEV, rising to 151, VC to 2-61], attributable
in part to an increase in lung volume after
surgery but also to a significant asthmatic com-
ponent confirmed by diurnal variability in peak

Posteroanterior chest radiograph showing pleural
shadowing and calcification on the right and diffuse
interstitial shadowing throughout both lung fields.
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flow. In view of the concerns raised at surgery,
central venography was performed via a femoral
venous approach which showed that the sub-
clavian and iliac veins and the inferior and
superior venae cavae were normal. Follow
through of contrast media provided images of
the pulmonary arteries and veins which were
also normal. A lymphangiogram was performed
using a standard pedal approach and showed
grossly distended lymphatic vessels in the upper
abdomen and in the mediastinum, up to 1 cm
in diameter with no evidence of obstruction or
other apparent cause.

Asthma treatment with high dose inhaled
corticosteroids via a large volume spacing de-
vice led to an improvement in his clinical con-
dition until the development of a large left
chylothorax which was successfully treated with
aspiration and chemical pleurodesis. A diet
rich in medium chain triglycerides and high in
protein intended to reduce the lymphatic flow
from the small intestine has prevented re-
currence of chylothorax.

Discussion

Pulmonary lymphatic abnormalities can be
categorised as lymphangiomas, lymphangio-
leiomyomatosis or lymphangiectasis.’

The causes of pulmonary lymphangiectasis
have been divided into (1) primary congenital
lymphatic abnormalities, (2) those secondary
to pulmonary venous obstruction either due to
venous or cardiac morphological abnormalities,
and (3) those which are part of a generalised
lymphatic abnormality.

Our patient did not have the classical con-
genital form of lymphangiectasis as this pres-
ents in infancy and is rapidly fatal. He did not
have any cardiac disorder and thus conforms
most closely to the pattern of generalised
lymphangiectasis with lymphatic abnormalities
above and below the diaphragm. He had an
unusual presentation, however, as all previous
cases with generalised lymphangiectasis have
presented in infancy, were associated with
hemihypertrophy (that is, enlargement of one
side of the body), peripheral oedema, and had
intestinal involvement.®” Our patient presented
at the age of 25 years, had little limb oedema,
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and had never had gastrointestinal symptoms
or features of malabsorption. He does, however,
have asthma which has previously been re-
ported as a feature in two patients with gen-
eralised lymphangiectasis’® aged 6-5 and 11
years, respectively. One had dilated pulmonary
lymphatic vessels proven on biopsy.® Pul-
monary involvement appeared to be less severe
in these patients and was associated with a
much better prognosis. Previously reported
cases of pulmonary lymphangiectasis in adults
had localised disease only which was suc-
cessfully treated by surgical removal of the
affected lobe.’

Treatment of generalised lymphangiectasis
and chylothorax is difficult but dietary control
has been shown to be of some benefit.’'° It has
been suggested that low fat intake reduces
lymphatic drainage from the small intestine.'’
Surgical procedures such as a LaVeen shunt
from the left pleural space to the inferior vena
cava have been used in rare instances with
some success.'® The patient we report is unlike
any previously described. He bears closest re-
semblance to the group with generalised lymph-
angiectasis. He has been spared significant
gastrointestinal features and this may partly
explain his late presentation. We conclude that
pulmonary lymphangiectasis may have a more
benign course than previously described.
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