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Abstract: 
Introduction and aim: Intestinal lymphangiectasia is an important cause of protein-losing enteropathy. It can be primary (congenital) or secondary to conditions causing obstruction of intestinal lymphatics. Pediatric data is scanty, especially in terms of follow-up and outcome. We evaluated the clinico-laboratory profile, response to therapy, complications and outcome of children with primary intestinal lymphangiectasia (PIL).
Methods: An audit of hospital records (2007-2017) was done to identify children with PIL. Diagnosis was based on suggestive clinical presentation, biochemical parameters, histology showing dilated intestinal lacteals and exclusion of secondary causes. Data on clinical presentation, lab parameters including endoscopy and histology, treatment and outcome in follow-up was recorded. 
Results: 28 children with PIL (16 boys, age at symptom onset-12 [1-192] months and at diagnosis 8 [1-18] years) were studied. Pedal edema (93%), chronic diarrhea (78.6%) and recurrent anasarca (64%) were the common presentations. Hypoproteinemia, hypoalbuminemia, hypocalcaemia and lymphopenia were present in 82%, 82%, 75% and 39% cases respectively. Duodenal biopsy established the diagnosis in 86% cases, while 14% required distal small bowel biopsies. Dietary therapy (high MCT, low fat, high protein and calcium) was given in all and 6 cases required additional therapy (octreotide-6, trenexamic acid-3, and total parenteral nutrition-1). Lymphedema (3/5 vs. 1/23), pleural effusion (4/5 vs. 1/23) and need of additional therapy (4/5 vs. 2/23) was significantly more common in patients with chylous ascites (n=5) than those without chylous ascites (n=23). 24 cases with good compliance to diet showed improvement in clinico-laboratory profile (table1) over a follow-up of 49.8 (6-120) months. One patient each developed abdominal B cell lymphoma and Budd Chiari Syndrome after 5 and 6 years of PIL diagnosis. 
Conclusion: Dietary therapy of PIL is rewarding and leads to improvement in majority. Close follow is essential for monitoring compliance, growth and complications.  
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Table 1: Comparison of clinico-laboratory profile of patients in follow up before and after dietary therapy (n=24)

	   Lab parameters 
	At diagnosis
	After therapy
	p  value 

	Weight Z score
	-1.1 (-3.0 to +2.9)
	1.0 (-1.7 to +2.7)
	<0.001

	Height Z score
	-1.1 (-3.1 to +3.1)
	0.95 (-2.0 to +2.1)
	<0.001

	Haemoglobin (g/dL)
	10.4 (6.2-16)
	11.5 (9.0-14.6)
	0.02

	Total protein (g/dL)
	3.9 (3-7.2)
	6.5 (4.8-8.2)
	<0.001

	Albumin (g/dL)
	2.1 (0.9-3.9)
	3.9 (2.4-5.0)
	<0.001

	Globulin (g/dL)
	1.7 (0.5-2.5)
	2.2 (0.8-4.3)
	0.002

	Absolute lymphocyte count (cells/cumm)
	1600 (780-12000)
	2100 (980-13000)
	<0.001

	[bookmark: _GoBack]Ionized calcium (mg/dL)
	3.9 (3.0-5.1)
	5.0 (4.0-7.0)
	<0.001
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