
Lymphangitic Carcinomatosis of Unknown Primary:
A Case Report 

Abstract
Lymphangitic carcinomatosis is an uncommon manifestation of metastasis to lung. Its presentation can 
mimic several disorders of the lungs. A case is presented here where patient presented with progressive 
dyspnoea, dry cough, weight loss and fever. The patient was amenorrheic for the last 2 years. Her physical 
findings were unremarkable initially other than the weight loss and evidence of pulmonary hypertension. 
Subsequently her dyspnoea rapidly worsened and the patient became bed bound. Investigations revealed 
neutrophilic leucocytosis, normal Hb with high ESR. ANA, anti Cetromere and anti Scl 70 was negative. 
Serum calcium was normal. Liver function test was normal other than raised alkaline phosphatase. 
Tuberculin test was negative. Chest X-ray revealed increased bilateral symmetrical streaks and reticulation 
with peripheral and lower distribution which is consistent with pulmonary lymphangitic carcinomatosis. 
HRCT of Lungs has shown diffuse infiltrations, reticulo-nodular and ground glass opacities, centrilobular 
emphysema with accentuation of broncho-vascular densities in both lung fields. There were enlarged 
mediastinal lymph nodes, bilateral pleural effusion. Doppler Echo revealed mild pulmonary hypertension 
with fair EF. Tumor markers were done. CA125, CA 19.9 and AFP were ten times higher than normal. Fibre-
optic nasopharyngoesophagoscopy was normal. Diagnosis of PLC was made on clinical feature, radiological 
finding and elevated tumor markers. Symptomatic treatment was given during the period of evaluation. 
Ultimately the patient succumbed to death. [J Shaheed Suhrawardy Med Coll, 2013;5(2):114-116]
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in thickening of the broncho-vascular bundles and septa. 
Although chest radiographs appear normal for 30%-50% of 
patients with histologically proven disease2, PLC has 
several characteristic changes that can be observed. 
Transbronchial biopsy is required for histological 
diagnosis.

Case Presentation
A 40-yr-old woman presented with progressive exertional 
breathlessness, decreasing tolerance to daily activities, dry 

Introduction
Lung is one of the most common sites for metastasis1. 
They usually appear as nodular lesions in radiologic 
images. In some patients, metastasis presents with 
interstitial spread and it is referred to as Pulmonary 
Lymphangitic Carcinomatosis (PLC). PLC occurs in 6%-
8% of patients with pulmonary metastases1. Patients with 
PLC often present with breathlessness and a nonproductive 
cough. The spread of tumour cells to the pulmonary 
lymphatic system or the adjacent interstitial tissue results 
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Picture: 2 HRCT scan of chest: Diffuse infiltrations, reticulo-nodular 
and ground glass opacities, Accentuation of broncho-vascular 
densities. There are enlarged mediastinal lymph node, bilateral 
pleural effusion and pleural thickening.

Discussion 
The combination of significant weight loss and worsening 
exertional breathlessness is common scenario in clinical 
practice. With this scenario diffuse pulmonary lung disease, 
infection, malignancy emerges as probable differentials. 
DPLD, vasculitic disorder, sarcoidosis cannot readily 
explain the scenario of rapid deterioration. The list of 
infectious diagnoses is extensive, but the more common 
disorders include tuberculosis, histoplasmosis, 
cryptococcosis, brucellosis. The malignancies include 
metastatic carcinoma, lymphoma, and leukemia.

When considering metastasis, PLC is the most likely form 
of the disease to present with diffuse infiltrative lung 
disease. Metastasis to lung usually present as nodular 
lesions and rarely as PLC. PLC is characterized by diffuse 
spread of malignancy in the lung, causing inflammation of 
the lymph vessels. The first reported case of PLC was by 
Gabriel Andral3. Various primary sites have been identified 
for PLC as discussed before. Eighty percent of them are 
from adenocarcinomas4-5. This patient died before 
establishment of primary site. While elevated tumor markers 
suggested underlying malignancy there was no clue in 
history or clinical examination suggestive of possible site.

It is often difficult to diagnose PLC because symptoms 
referable to the primary neoplasm are often absent. 
Recognition of the suggestive history and chest radiographic 
findings can accomplish an early diagnosis, especially when 
the patient has a known underlying malignancy. This patient 
presented with progressive dyspnea and dry cough, fever 
and weight loss. According to Babu et al6 the most common 

cough and significant weight loss during last 6 months. 
The patient had also history of low grade intermittent fever 
along with night sweats. No family history of bronchial 
asthma. Since last 2 years the patient was amenorrheic. On 
examination there was palpable P2 with loud P2 on 
auscultation and few inspiratory crackles in lung bases. 
After hospital admission her dyspnoea rapidly worsened 
and the patient became totally bed bound. Investigations 
revealed neutrophilic leukocytosis with high ESR. Auto-
antibodies for connective tissue diseases were negative. 
Serum Calcium and LFT were normal except raised 
alkaline phosphatase. D dimer was raised.

 

Picture: 1: Bilateral streaks and reticulation predominantly in lower 
zones.

Chest radiograph (Picture 1) reveals increased bilateral 
symmetrical streaks and reticulation with peripheral and 
lower distribution which is consistent with pulmonary 
lymphangitic carcinomatosis. Chest HRCT (Picture 2) 
Lungs reveals diffuse infiltrations, reticulo-nodular and 
ground glass opacities, centrilobular emphysema in both 
lung fields, accentuation of broncho-vascular densities. 
There are enlarged mediastinal lymph nodes, bilateral 
pleural effusion and pleural thickening. Doppler Echo 
shows mild pulmonary hypertension with fair EF. CA125, 
CA 19.9 and AFP were ten times higher than normal. 
Fibre-optic naso-pharyngo-esophagoscopy was normal. 
Diagnosis of PLC was made on clinical feature, 
radiological finding and markedly elevated tumor markers. 
Symptomatic treatment was given during the period of 
evaluation but ultimately the patient succumbed to death.
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Conclusion
Absence of symptoms or signs attributable to primary source 
and unusual respiratory symptoms delays diagnosis of PLC. 
Despite establishment of diagnosis with cellular aetiology 
even primary source, the condition is fatal. Marked weight 
loss, rapidly worsening of exertional dyspnoea, dry cough as 
well as in the background imaging of diffuse reticulonodular 
lung lesion are the clues of for the suspicion of lymphangitic 
carcinomatosis. This rare condition need to be considered in 
appropriate clinical settings.
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symptoms are breathlessness and non productive cough with 
crackles and without feature of consolidation; however; 
patients may be relatively asymptomatic. Weight loss is the 
usual feature of malignancy; our case has marked weight 
loss than the other reported cases of PLC.

The radiological findings of this patient correlate well with 
the findings of previous reported cases. Typical radiographic 
manifestations of PLC include reticular densities and septal 
lines called Kerley A and B lines. Hilar and mediastinal 
adenopathy and pleural effusions are frequent additional 
findings7. Notably, the degree of dyspnea may be out of 
proportion to the radiographic findings in some patients. 
The differential diagnosis is interstitial lung disease, primary 
malignancy in the lung, pulmonary sarcoidosis and 
hypersensitivity pneumonitis. 

HRCT is the modality of choice for confirmation of the 
diagnosis. The findings in CT scan are thickening of 
interlobular septa, fissures and bronchovascular bundles. 
These findings may be seen as limited or diffuse and may 
involve unilateral or bilateral lungs. The radiologic picture 
may be symmetric or asymmetric in both lungs. The other 
findings are nodularity in pleura and ground glass opacity10. 
The possibility of interstitial lung disease is to be considered 
and ruled out. Prakash et al11 described the use of PET/CT in 
diagnosing PLC and reported that PET/CT has high 
specificity in detection of PLC. 

Histopathological examinations show interstitial oedema 
and fibrosis along with malignant cells and are found 
usually on postmortem biopsy. Since the radiological 
finding in a patient with malignant disease elsewhere is 
suggestive, a biopsy of the lung is not mandatory11. Before a 
thoracoscopic lung biopsy could be scheduled, our patient's 
respiratory status worsened, and the patient expired. 

PLC often presents in the late stages of malignancy and it 
indicates poor prognosis12. The treatment option is 
chemotherapy. Cisplatin have been found to be effective13. 
Less than half of patients with PLC who present with 
respiratory symptoms survive for 3 months, some study 
reported survival may extends up to 6 months in less 
aggressive disease with supportive care. Occasionally long 
term survival is encountered14. This patient survived about 
six and half month since onset of symptoms. Written 
informed consent was obtained from the patient family for 
publication of this case report and accompanying images.
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