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Breakdown of Endoneurial Endothelial Cell Tight Junctions at the Site of Conduction
Block in Mutifocal Motor Neuropathy
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To define whether peripheral nerve of multifocal motor neuropathy (MMN) has
blood-nerve barrier (BNB) breakdown, and whether BNB breakdown is present adjacent to the site of motor
conduction block (CB) in MMN, we investigated ultrastructural changes in endoneurial endothelial cells
in biopsy specimens of peripheral nerve obtained from patients of MMN. In one patient, biopsy of
peripheral nerve was performed after detection of a focal CB, and sural nerve biopsy specimens were
obtained. The percentage of endothelial cell junctions (that make up the BNB) that showed evidence of
disruption were evaluated.

Percentage of BNB breakdown was increased in the peripheral nerve adjacent to the site of CB, whereas
there was no BNB breakdown in sural nerve specimens. We conclude that focal insufficiency of BNB may
evoke local leakage of humoral factors in the motor nerves of MMN patients, and this would be the
background pathology of scattered CB and clinical phenotype in this rare disorder.
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