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The role of extracellular vesicles in the pathobiology of
lymphangioleiomyomatosis
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_ Chyle leak is a peculiar comﬁligation in lymphangioleiomyomatosis (LAM) and
therefore must be precious material to elucidate pathobiology of LAM. We examined the exosomes

obtained from serum and chylous pleural effusion (CPL) in patients with LAM. When fetal lung
fibroblast cell line (HFL-1) were exposed with the exosomes from CPL (CPL-exosomes), we found the
expression of NOTCH1 and RHEB mRNAs were upregulated about 1.5-2.0 fold. However, we could not
demonstrate this upregulation in protein levels. Microarray analysis of miRNAs in CPL-exosomes
revealed that the expression levels of 5 miRNAs (miR-21 miR-23a miR-23b miR-26 and miR-451a)
were significantly decreased as compared with those in the exosomes from control chylous pleural

effusions. However, this was not associated with the miRNAs levels in serum from LAM patients
irrespective of during or before sirolimus treatment.
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cell adhesion molecule 1(CD56), synaptophysin, chromogranin A) }
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