OPEN ACCESS http://scidoc.org/IJRDM.php
/ SCIDOC International Journal of Respiratory Disease, Care & Medicine (IJJRDM)
/ Publishers ISSN: 2577-4409

Infer, Interpret & Inspire Science

Lymphangiomatosis — A Rare Disease in Pediatrics

Tuan DM', Lien DM", Hoan NTM!, Tran NTN', Chuong LT", Oanh HTK?

! Respiratory Department of Vietnam National Hospital of Pediatrics, Vietnam.
? Resident Doctor of Vietnam National Hospital of Pediattics, Vietnam.

Abstract

Research Article

Lymphangiomatosis is rare in both adults and children. We present an 11 year old boy with right chylothorax. The formation
of chylothorax was a result of diffuse lymphangioma in the mediastinum spreading to the pleura. In addition, this patient
suffered from cystic bone lesions. The child was finally diagnosed as having lymphangiomatosis based on pleural biopsy and
bone lesions found on CTs and MRI. He was treated by pleurectomy and propranol as well as control of anemia and infec-

tion.
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Case Presentation

An 11 year old boy was detected with a right hemothorax.

Pre-medical history

Normal delivery. When he was 3 years old, he was diagnosed with
a pleural effusion. Six months before admission he was diagnosed
with lymphangioma in the right armpit and was then operated on
in a provincial hospital.

Examinination

He had diminished breath sounds in the lower lobe of the right
lung with no rales and no dyspnea but had a mild cough. Chest
tube output was 3 liters of blood per day. He suffered from severe
anaemia. A cardiovascular examination was normal. Infectious
status was unremarkable.

Investigations

Table 1.
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Chest — Xray

Right pleural effusion (Figure 1).

Figure 1. Chest- Xray

Figure 1 showed a homogenous opacification in the right lower
zone with the opacity seen to track along the lateral chest wall.
The right costophrenic angle is obliterated. Findings are sugges-
tive of a right side pleural effusion. Table 2

Further investigation

CTs (Figure 2) and MRI (Figure 3) suggested lymphangioma in
the anterior mediastinum and bone lesions.
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Table 1.
Blood Cell Count Result
White Blood Count (G/L) | 6,91
Neutrophil (%) 71,8
Lymphocyte (%0) 24
Monocyte (%o) 35
Eosinophil (%o) 0,4
Basophil 0,3
Red Blood Count (T/L) | 4,24
Hemoglobin (g/1) 117
Hematoctite (%) 34,6
Platelet (G/L) 169
Table 2.
Pleural fluid test Result
Colour Red, clear
White Blood Cell Count Alot
Neutrophil (%0) 12
Lymphocyte (%0) 83
Monocyte (%) 5
Red Blood Cell Count Alot
Protein (g/1) 49.9
Triglyceride (mmol/1) 2.78
Rivalta positive
PCR Tuberculosis (2 times) negative
PCR Mycoplasma negative
Gram Stain negative
Bacterial culture negative
Analysis 13 types of CD cells | Mature lymphocytes: the most
T cells: 76%, B cells: 10%,
mature granular cells: 14%
No malignancy

Serum protein: 65, 1 g/1, Albumin: 37, 6 g/1, GOT: 24,4 U/L, GPT 8,1 U/L, ure: 3.5 mmol/l, Creatinin: 42.1 mcmol/1, CRP: 1,5 mg/1,
PT: 76%, APTT: 27, 3 s, Fib: 1,03, INR: 1,29

Figure 2. CTs. Figure 3. MRI.
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CTs showed diffuse lymphangioma in the anterior mediastinum
and right pleura, and cystic bone lesions.

Pleural biopsy showed
Lymphangioma (Figure 4).

Figure 4: Pleural biopsy (lymphangioma).

The histopathological examination of the specimen showed the
structure of tumor tissue which is characterized by large dilated,
irregular vascular spaces lined by flattened, bland epithelial cells,
with fibroblastic stroma and without red blood cells in the lumen.
There is also the presence of moderate lymphocyte infiltration in
the stroma. No malignant cell is identified (Figure 4).

Final diagnosis
Lymphangiomatosis
Treatment

The patient was treated with pleural drainage, then pleurectomy,
propranolol, antibiotics and blood transfusion.

Discussion

Lymphangiomatosis is a rare disease characterized by diffuse infil-
tration of lymphangiomas in the lung, bone and other tissues [1].
Within the thorax, lymphangiomas may be found in the mediasti-
num, heart, thoracic duct, lung, and pleura [2]. CTs and MRI helps
to show the diffuse infiltration fluid in the mediastinum, pleural
effusion and cystic bone lesions [7, 8]. Gold standard is biopsy.
Surgical removal and sclerotherapy have been effective in some
cases when the disease is more localized. On the other hand, for
treating diffuse lymphangioma, several drugs have been noted

in the medical literature; for example, interferon alfa 2b, gluco-
corticoid and recently, propranolol [3-6, 9]. Propranolol reduces
the levels of vascular endothelial growth factor (VEGF) and the
amount of chylous effusions [0].

In this patient, the diagnosis was more difficult as, on admission,
signs of chylothorax were not clear due to its conjunction with a
hemothorax which was attributable to lymphatico — venous mal-
formation [10].

Diagnosing chylothorax was confirmed by increased Triglyceride
in the pleural fluid. Although the diagnosis was confirmed by pa-
thology, the results of treatment and management were neverthe-
less poor due to diffuse lymphangioma in mediastinum adjacent
to big vessels and the heart where surgical removal and sclero-
therapy could not be applied. The child was therefore treated with
pleurectomy to control hemothorax, blood transfusion to control
anemia and propranolol. Finally, he was discharged home.

Conclusion

In pediatrics, lymphangiomatosis is a rare condition of which the
origin and pathogenesis are unknown. The spectrum of clinical
symptoms varies depend on the affected tissues. Biopsy is the
gold standard for diagnosis. Drug treatment by drugs is currently
being researched so the management and the long term prognosis
of this child are poor.
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