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1 |  INTRODUCTION

A 14-year-old girl was diagnosed with primary intestinal 
lymphangiectasia (PIL) at the age of 4 years. Diarrhea and 
hypoalbuminemia were prolonged from birth, so an esoph-
agogastroduodenoscopy and total colonoscopy were per-
formed at age 4. These examinations revealed scattered white 
spots, white nodules, and white villi in the duodenum and 
ileum (Figure 1). During early childhood, hospital albumin 
infusions were required; however, she has since been man-
aged by limiting dietary fat intake. She has remained in good 
condition. Abnormal blood tests continued, and total colo-
noscopy was repeated at age 14. White villi and white nod-
ules were observed in the ileum, but the endoscopic severity 
of lesions was unchanged relative to the initial colonoscopy 
(Figure 2).

To our knowledge, this is the first case report compar-
ing endoscopic images of PIL over 10 years. In PIL, endo-
scopic findings reflect lymphatic stagnation but do not match 

clinical manifestations.1 In fact, she does not currently need 
aggressive treatments such as albumin infusion after child-
hood, but her endoscopic findings did not improve. PIL cases 
of malignant lymphoma occurring 3-25 years after the initial 
diagnosis have been reported, and regular endoscopic exam-
ination is essential.2
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Abstract
This is the first case report comparing endoscopic images of primary intestinal lym-
phangiectasia (PIL) over 10 years. Regular endoscopic examination is essential in 
PIL because endoscopic findings do not correlate well with clinical manifestations.
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F I G U R E  1  Endoscopic findings at the 
time of diagnosis (age 4). A, No abnormal 
endoscopic findings in the stomach. B, 
Scattered white spots in the duodenum. 
C, D, White nodules and white villi in the 
terminal ileum, but not in the colon

F I G U R E  2  Endoscopic findings at 
the age of 14. White nodules and white 
villi were in the terminal ileum, but not 
in the colon. The severity of lesions was 
unchanged compared with the initial results
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