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ABSTRACT

Chylous pleural effusion is characterized by milky-appearing fluid with elevated 
triglyceride content and presence of chylomicrons in the pleural space. Even though 
patients with lymphoma sometimes present with malignant pleural effusion, 
chylous effusion is rarely encountered as a presenting feature in such patients. 
We present a 47-year-old woman diagnosed as follicular lymphoma who 
presented with chylothorax. Complete response to combination chemotherapy 
with rituximab, cyclophosphamide, doxorubicin, vincristine and prednisolone 
was achieved. The patient is asymptomatic, in remission at 18 months of follow up. 
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Introduction
The presence of chyle in the pleural space is defined 

as chylothorax. Chylothorax is a rare cause of a pleural 
effusion and progressive respiratory failure. Malignancy 
is reported as the leading cause of non-traumatic 
chylothorax. Non Hodgkin’s lymphoma (NHL), chronic 
lymphocytic leukemia, and metastatic cancers are 
common malignancies associated with chylothorax.1 
While effusions in general are common in lymphoma, 
chylous effusions are rare. We report a 47-year-old woman 
with follicular lymphoma whose initial presentation was 
chylous pleural effusion.

Case Report
A 47-year-old woman presented with cough, gradually 

worsening dyspnea on exertion and pedal edema of 
4 months duration. She also gave a history of loss of 
appetite and had lost more than 8 kilograms over the 
last 4 months. There was no history of fever or any 
gastrointestinal symptoms. On physical examination, 
her general condition was poor. She had generalized 
pitting edema over her both lower extremities. 
Abdominal examination showed a nodular mass filling 
the hypogastric and umbilical regions. Initial imaging 
was performed in which chest X-ray showed massive left 
sided pleural effusion (Figure 1). Computed tomography 
scan showed multiple enlarged cervical, axillary, para 
aortic and mesenteric lymph nodes. Initial laboratory 
tests including CBC and LDH were within normal range. 
Echocardiography showed normal cardiac function with 
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ejection fraction of 67%. Peripheral blood smear was 
suggestive of a lymphoproliferative disorder with 40% 
atypical lymphocytes. On flowcytometry, these atypical 
lymphocytes were positive for CD10, CD19, CD20, CD23, 
CD 45 and lambda antigen and negative for CD34 and 
CD5 in favour of B cell clonality.  Bone marrow study 
was also suggestive of lymphoproliferative disorder. 
Para aortic lymph node biopsy was suggestive of CD 
20+ B cell lymphoma. She was diagnosed as follicular 
lymphoma in leukemic phase. Pleural fluid was typically 
chylous with a triglyceride level of 256 mg/dl and 
cholesterol 50 mg/dl. Pleural fluid total WBC count was 
5600/mm, 87% constituted by lymphocytes. Pleural fluid 
had a protein content of 2gm/dl and pleural fluid LDH 
was 464 IU/L. Analysis of pleural effusion was positive 
for malignant cells. She was staged as ann arbor stage 
IVB and had an International Prognostic Index score 
of 2/5.2 She received combination chemotherapy with 
Rituximab, Cyclophosphamide, Doxorubicin, Vincristine 
and Prednisolone (R-CHOP) for six cycles and achieved 
complete remission. Intercostal draining tube was 
removed after first cycle chemotherapy. She continues 
to be in complete remission after 18 months.

Discussion
Serous effusions are common among patients with 

malignant lymphoma. The most common site of effusion 
is pleural, seen in 20–30% of the cases followed by 
pericardium and peritoneum.3 The presence of milky-
appearing lymph fluid or chyle in the pleural space defines 
chylothorax and it may be the first manifestation in 
patients with non-Hodgkin lymphoma.4 More than 50% of 
the cases of chylothorax are associated with malignancy, 
among which, the majority are due to lymphoma.5 
Bilateral presentation of chylothorax is reported to be very 
rare. The mechanisms by which chylothorax is associated 
with lymphomas could be explained by neoplastic pleural 
infiltration and obstruction of lymphatic duct by enlarged 
lymph nodes at the mediastinal level.

Patients with chylothorax suffer from malnutrition and 
immunodeficiency due to loss of fat and lymphocytes 
into the pleural space.6 The finding of a pleural fluid with 
triglyceride >1.24 mmol/l (110 mg/dl) and cholesterol 

<5.18 mmol/l (200 mg/dl) is diagnostic of chylothorax.7
A 78-year-old woman with chylous peritoneal and pleural 

effusion secondary to follicular lymphoma is reported 
who was treated with rituximab based on flowcytometric 
analysis of the pleural fluid and attained complete 
remission.8 An 18-year-old girl with NHL and chylous 
pleural effusion and ascites has also reported.9 Chylous 
effusion usually resolves with treatment of the underlying 
lymphoma. Conservative measures like dietary changes 
with protein-rich, low-lipid foods can reduce chyle flow. 
Medium chain triglycerides are preferably consumed 
since they are directly absorbed and transported as 
free chain fatty acids and glycerol in the portal vein. In 
refractory cases, surgical procedure in order to ligate 
the thoracic duct or generate a pleuroperitoneal shunt is 
scheduled.10

Conclusion
Chylothorax is a rare cause of pleural effusion that 

results from thoracic duct damage with chyle leakage 
from the lymphatic system into the pleural space. 
Malignancy is the leading cause of non-traumatic 
chylothorax. While effusions in general are common 
in lymphoma, chylous effusions are rare with no strict 
guidelines concerning its treatment. Chylous pleural 
effusions secondary to lymphoma usually resolve with 
combination chemotherapy for NHL.
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