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Lipaemia retinalis in a 29-day-old infant with type 1 hyperlipoproteinaemia

Fig. 2 Fundus photograph of left eye of proband shows the
whitish optic disc and creamy retinal vessels, i.e. lipaemia
retinalis. )

and reactive. The corneas were transparent, and
corneal arcus or crystalline was absent. Xanthoma
was not seen in the iris. The optical media was clear.

Ophthalmoscopically the optic discs were whitish
but not swollen. All vessels had a creamy appear-
ance, and it was difficult to differentiate retinal
arterioles from veins (Fig. 2). The extravasation of
lipid material from the vessels was not prominent.
The retina seemed normal, and no retinal haem-
orrhage was noted. The scotopic electroretinogram
response was normal. .

After the patient’s ingestion of fat was stringently
limited, serum cholesterol, triglyceride, and chylo-
micron levels were reduced: serum cholesterol, 200
mg/dl (5-2 mmol/l); triglyceride, 300 mg/dl (3-4
mmol/l); and chylomicron, normal levels within
several days. When the triglyceride concentration
dropped below about 2500 mg/dl (28-2 mmol/l), the
fundus changes cleared (Fig. 3). The eruptive
xanthoma disappeared thereafter.

Discussion

Lipaemia retinalis is a manifestation of excess tri-
glyceride in the bloodstream: the retinal vessels are
found to be milky or creamy when triglyceride levels
rise to 2000 to 2500 mg/dl (22-6 to 28-2 mmol/l) or
greater.? Lipaemia is seen not only in retinal vessels
but also in limbal vessels.® Lipaemia retinalis has
been graded 0 to III by Vinger and Sachs.® Fundus
changes in our case were grade III according to this
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Fig. 3 After the patient’s ingestion of fat was stringently
limited, the fundus changes cleared.

classification. Increased cholesterol levels alone do
not cause the milky plasma.>

Lipaemia retinalis is reported in cases of types I, II,
IV, and V hyperlipoproteinaemia.* Type I hyperlipo-
proteinaemia is characterised by hyperchylomicro-
naemia and hypertriglyceridaemia and confirmed by
lipoprotein lipase deficiency.? The plasma lipo-
protein levels and fundus condition usually respond
to treatment with a low-fat diet, as in our case.

Fundus photographs of lipaemia retinalis have
been shown mostly for type V hyperlipoproteinaemia
secondary to diabetes.®” The fundus picture is not
found in cases of idiopathic or retention (former
name of type I) hyperlipaemia,*® and has been found
only in 18- and 28-year-old men with type I hyper-
lipoproteinaemia.’ ' Type I hyperlipoproteinaemia
in an 8-day-old infant has been reported, but she
lacked eruptive xanthoma and lipaemia retinalis."
To our knowledge our present case is the youngest
patient with type 1 hyperlipoproteinaemia associated
with lipaemia retinalis.
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