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Abstract

Lipoprotein lipase (LPL) is a
glycoprotein.  After  secretion by
parenchymal cells, LPL becomes bound
on the luminal surface of capillary
endothelial cells. In the presence of its
cofactor, apolipoprotein Cll (apo CIlI),
LPL  hydrolyzes triglycerides  of
circulating chylomicrons and very low-
density lipoproteins to monoglycerides
and free fatty acids. In the deficiency of
LPL or apo CllI, type I
hyperlipoproteinemia  will occur.
Deficiency of LPL usualy results from
gene mutation. In our previous study,
two unrelated Chinese females with a
L252V that leads to deficiency of LPL
activity have been identified. In order to
gain insight into the mechanism of LPL
secretion  of  this mutant, an
immunofluorescence and
immunoelectron  microscopy — were
performed in this study. Mutant
contained less diaminobenzidine (DAB)
reaction products and weak fluorescence
intensity under the fluorescence
microscope and confocal microscope.
The result was confirmed by
immunoelectron microscopy. Although
the LPL protein was observed in the
Golgi apparatus and lysosomes both in
the wild and mutant type, more DAB
reaction products were found in the
small vesicles of the cell in the mutant
type. The results showed that the LPL
from L252V was not efficiently secreted



into the extracdlular medium and 1 312

missorted to the small vesicles. The 313
decreased synthesis was another reason 448
but needed further investigation. 132
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Fig. 1 Intracellular distribution of human
LPL protein from L252L (B) and L252V
(C) inHEK 293 cdlls




Fig. 2 Intracellular distribution of human
LPL protein from L252L (A) and L252V
(B) in HEK 293 cdlls




Fig. 3 Intracellular distribution of human
LPL protein from L252L (C) and L252V
(D) in HEK 293 cells
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