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Abstract 
Diffuse pulmonary lymphangiomatosis (DLP) is an extremely rare silent disease, characterized by proliferation and thickening of 
abnormal pulmonary, pleural, and mediastinal soft tissue lymphatic channels. Its clinical presentation is nonspecific symptoms such 
as cough, dyspnea, and hemoptysis. Tomographic findings for DLP include thickening of the interlobular septa and peribronchovascular 
interstitium and ground glass opacities. Nevertheless, the anterior mediastinal mass, associated with thickening of interlobular septa 
and peribronchovascular interstitial, ground glass opacities, pleural effusion, diffuse infiltration of the mediastinum and pleural 
thickening in a patient with lymphangiomas, DLP should be suspected as a differential diagnosis. 
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Introduction 
The most common anterior mediastinal masses are: thymoma, 
teratoma, endothoracic goiter, and lymphoma [1]. However, we 
must keep in mind other pathologies that could occur, such as 
an anterior mediastinal mass secondary to diffuse pulmonary 
lymphangiomatosis (DLP). 

The computed tomography (CT) imaging findings for DLP are 
thickening of interlobular septa and peribronchovascular intersti-
tium, ground glass opacities, pleural effusion, diffuse infiltration 
of the mediastinum, and pleural thickening [2];  but it is not  
associated imaging with an anterior mediastinal mass, so if the 
diagnosis is suspected, magnetic resonance imaging should be 
considered, in which pulmonary and mediastinal cystic lesions 
are evident, associated with pulmonary linear opacities [3, 4], the 
presence of diffuse pulmonary lymphangiomatosis would be sus-
pected. Cystic lesions are hypointense on T1W1 and hyperintense 
on T2W1 and do not enhance contrast or very little peripheral 
contrast enhancement is evident [5]. 

DLP involves both lungs and does not present extrathoracic 
lymphatic involvement. The average age of diagnosis of these 
patients is 48 years of age and 40% are men [2]. The pathogenesis 
of this disease remains to be elucidated. The main cause of this 
disease is caused by congenital factors and acquired diseases 
[6]. Once the disease is suspected, the diagnosis is confirmed 
by taking a lung or pleural biopsy by thoracoscopy and/or 

mediastinal biopsy with histological diagnosis. Its medical man-
agement is with immunosuppressants, biological compounds, 
vascular endothelial growth factors, among others to control 
symptoms and control the progression of the disease [7]. 

Therefore, we present the case of a patient with a history of 
cutaneous lymphangiomas, with an anterior mediastinal mass 
with thickening of interlobular septa and peribronchovascular 
interstitium, which was confirmed as DLP with pulmonary wedge 
by thoracoscopy and histology, which must be within the differ-
ential diagnosis of anterior mediastinal mass. 

Case report 
We present the case of a 29-year-old woman with a history of cuta-
neous lymphangiomas, consulted for a 3-month history of clinical 
symptoms characterized by hemoptysis, nocturnal diaphoresis, 
6 kg weight loss, and in the last 10 days she presented dyspnea and 
chest pain. On physical examination, cutaneous vascular lesions 
in the left cervical area, anterior wall of the left hemithorax and 
deltoid area (Fig. 1), without palpable lymphadenopathy. 

CT imaging, an anterior mediastinal mass was evident (Fig. 2), 
associated with the presence of thickening of interlobular septa 
in both lungs (Fig. 3). Surgery is carried out with diagnostic 
intent with suspicion of lymphoma vs DLP. A mass with cystic 
characteristics was found, thickening of interlobular septa and
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Figure 1. Cutaneous vascular lesions. 

Figure 2. Mediastinal mass. 

Figure 3. Thickening of interlobular septa in both lungs. 

lymphatic channels that extended from the lung parenchyma to 
the mediastinum through the peribronchovascular space, dark 
serohematic pleural effusion without pleural lesions ( Fig. 4). 

A two pulmonary wedge was performed. In the microscopic 
findings, lung parenchyma with the presence of dilated lymphatic 
vessels, subpleural location, that extend through the interlobular 
septa, of varying sizes, with peribronchovascular involvement, 
with positive marking for Masson stain. Histological examination 
showed and confirmed DLP (Fig. 5). 

Figure 4. Mediastinal mass with cystic characteristics. 

Figure 5. (A) Dilatation of subpleural lymphatic vessels; 
(B) peribronchovascular compromise; and (C) positive Masson staining. 

Discussion 
DLP is extremely rare in adults [8]. The symptoms of this disease 
are wheezing, dyspnea, hemoptysis, chyloptysis; more common 
in adolescence [9]. It is thought that when chyloptysis occurs 
it is secondary to lymphatic flow stasis, generating reflux to 
the tracheobronchial tree. It may also present chylopericardium, 
chylous ascites, protein-losing enteropathy, lymphopenia, among 
others [10]. It can be associated with other pathologies, for 
example, cirrhosis and hepatic encephalopathy, or with skin 
lesions with or without lymphadenopathy, as evidenced in our 
case [6]. 

The tomographic findings of DLP are interlobular septal thick-
ening (70%), peribronchovascular interstitial thickening, ground 
glass opacities (80%), pleural effusion (40%), diffuse mediastinal 
infiltration (90%), and pleural thickening [2, 4], but no mediastinal 
mass is documented on CT. The radiological differential diag-
noses of this disease are pulmonary edema, pulmonary veno-
occlusive disease, pulmonary lymphangitic carcinomatosis, sar-
coidosis, amyloidosis, primary pulmonary lymphoma, Erdheim-
Chester disease, but these are not associated with mediastinal 
abnormalities [2]. 

Given the above, it is important to use other diagnostic methods 
that allow obtaining findings with greater precision; for exam-
ple, using multidetector CT images after direct lymphangiogra-
phy, obtaining findings such as large accumulation of contrast
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Figure 6. Surgery in diffuse pulmonary lymphangiomatosis. 

in the mediastinum, in bronchovascular septa and in pleural 
and extrapleural soft tissues; suggesting that the abnormal soft 
tissue thickening was caused by dilation of lymphatic vessels 
or retrograde lymph flow associated with edema [ 11]. Magnetic 
resonance imaging is also important, which is a precise and 
safe, non-invasive study [12], in which the lymphatic vessels can 
be clearly differentiated in the T2 sequence, given that lym-
phatic flow is very slow in lymphangiomatous malformations 
[13, 14]. 

Surgery in DLP has three objectives (Fig. 6): (i) Diagnostic 
surgery: The definitive diagnosis is obtained by histopathology; 
Minimally invasive mediastinal biopsy or thoracoscopy lung 
biopsy [7]. 
Characteristic of these is the proliferation and increase of lym-
phatic channels that have a connection between the mediastinum 
and the lungs [15]. Associated with this, hemosiderin–laden 
macrophages can be found adjacent to the lung parenchyma 
[4]. 

(ii) Resection surgery: Regarding surgical treatment consider 
only for small or localized lymphangiomas, it is sometimes chal-
lenging to differentiate between diseased and healthy lymphatic 
tissue. It is also very important to be able to completely resect 
the lesions, given that, if there is residual tissue, it can proliferate 
and cause the symptoms to appear again; this is technically chal-
lenging, given the proximity of diseased tissue to vital structures 
and organs [4]. Resections can be performed by thoracoscopy or 
thoracotomy. 

(iii) Palliative surgery: relieve symptoms, with parietal pleurec-
tomy, pleurodesis, and ligation of the thoracic duct, to reduce 
recurrent pleural effusion [4] (Fig. 6). 

There is no specific treatment for DLP, nevertheless, the ante-
rior mediastinal mass, associated with thickening of interlobular 
septa and peribronchovascular interstitial, ground glass opacities, 
pleural effusion, diffuse infiltration of the mediastinum, and 
pleural thickening in a patient with lymphangiomas, DLP should 
be suspected as a differential diagnosis. 
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