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D. Schmidt!, H. P. H. Neumann?

1 Augenklinik, 2MedizinischeKlinik, University Freiburg i. Br.; Germany

Abstract

Background: Very little documentation of spontaneous
regression of an angiomatous retinal lesion in v. Hip-
pel-Lindau disease (VHL) exists. It is commonly be-
lieved that a spontaneous change of hemangiomas into
fibrotic lesions occurred.

Patients/ Methods: Follow-up examinations of four pa-
tients with VHL in the Freiburg VHL study were car-
ried out.

Results: A 16-year-old gitl revealed a vascular lesion at
the border of the optic disc. Control examination nine
years later revealed complete spontaneous regression
of the retinal vascular changes. A slight retinal vascular
change at the superior border in her right eye was
found in a 36-year-old woman. A control examination
20 years later revealed regression of the lesion. A
41-year-old woman showed in the retinal periphery
a small fibrotic white hemangioma with a pigmented
feeder vessel as sign of spontanecous tumor regression.
A 12-year-old boy had a retinal microaneurysm inferi-
or to the optic disc that disappeared several years
later.

Conclusion: Documentations of spontaneous regres-
sion of minor angiomatous retinal lesions in VHL ex-
ist. Such vascular changes are rare. Every retinal lesion
should be controlled by follow-up examination and
documentation. In case of retinal lesion growth, treat-
ment is necessary.
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INTRODUCTION

A definite regression of angiomatous retinal changes
in v. Hippel-Lindau disease (VHL) has not been docu-
mented in the literature. We describe retinal changes in
four patients with VHL that disappeared spontaneous-
ly several years later.

CASE HISTORIES

1. A 16-year-old girl with VHL revealed a vascular
anomaly and circumscribed retinal edema at the nasal
border of the optic disk in her left eye in 1992 (Fig, 1 a).
Her mother, sister and brother also showed retinal
changes due to v. Hippel-Lindau’s disease. The moth-

er had undergone surgery because of a pheochromo-
cytoma.

The 16-year-old patient revealed a small heman-
gioma far in the superior outer periphery of the retina.
A control examination in 1996 showed that the small
peripheral hemangioma was slightly enlarged. Argon
laser coagulation was then carried out. In 1997, exami-
nation revealed that the small tumor had been com-
pletely destroyed. Her visual acuity remained 20/20.
Nine years after the first detection of the slight retinal
change at the nasal border of the optic disk, in 2001,
examination revealed complete spontaneous regres-
sion of the retinal vascular changes at the border of
the papilla (Fig. 1 b).

2. A 36-year-old woman with VHL revealed a retinal
edema with slight vascular changes at the superior bor-
der in her right eye in 1984 (Fig. 2 a). The patient had
kidney cysts. Her son and daughter also had v. Hippel-
Lindau disease.

In addition, a small angioma at the temporal border
of the papilla in her right eye was present. The patient
also showed a peripheral microangioma in her left eye
treated by Argon laser coagulation in 1986. By 1992,
the coagulated peripheral retinal tumors had been
completely destroyed. Only scars in the peripheral reti-
na of both eyes were found. Visual acuity remained
20/20. In 2001, a new peripheral small angioma in the
inferior retina was detected, also successfully treated
by laser. In 2004, two new microangiomas in the pe-
riphery of the right eye were found and coagulated by
laser. The microangioma at the temporal border of the
papilla was practically unchanged when compared to
photos from 1984.

A control examination 20 years later, in 2004, re-
vealed a complete regression of the retinal edema with
slight scar formation at the superior border in the
right eye. Two small hemangiomas have developed at
the temporal border (Fig. 2 b).

3. A 12-year-old boy, the son of the second patient,
was first examined in 1984. He had several heman-
gioblastomas (spinal cord, cerebrum, and epididymis,
also cysts in the pancreas and kidneys) as well as an
endolymphatic sac tumor.

The eye examination showed a retinal mwicroanenrysm
inferior to the optic disc in his right eye. He revealed
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Fig. 1 a. LE. Retinal vascular anomaly with a circumscribed
small edema at the nasal border of the optic disk (arrows)

Fig. 1 b. LE. Complete spontaneous regression of retinal
lesion.

Fig. 2 a. RE. Circumscribed slight vascular changes in the
retina at the superior border (arrow). Small angioma at the
temporal border of the papilla (arrow head)

Fig. 2 b. RE. Regression of retinal lesion with slight scat
formation. Two small angiomas at temporal border have
developed (arrow).

Fig. 3. RE. Small fibrotic white hemangioma with a pig-
mented feeder vessel (arrow) (photo through a Goldmann
contact glass).
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several peripheral microangiomas in the retinal periph-
ery of both eyes. The small retinal lesions were suc-
cessfully treated by Argon laser in 1992 and 2004.

The follow-up examination in 2004 revealed that
the microaneurysm observed in 1984 had completely
disappeared.

4. A 41-year-old woman with suspected VHL was ex-
amined once in 2004. Her daughter had a pheochro-
mocytoma. Our patient showed a small fibrotic white
hemangioma with a pigmented feeder vessel in the su-
perior periphery of her right eye. The pigmented feed-
er vessel could be a sign of spontaneous regression of
the white tumor. Visual acuity was 20/20 in both eyes
(Fig. 3).

DiscussioN

Spontancous regression of retinal lesions in our pa-
tients with VHL have been documented. The disap-
pearance of the changes has been verified by longterm
follow-up observation. There are some reports in the
literature demonstrating regression. Whitson et al.
(1986) histologically examined a pigmented retinal area
and found capillary-like changes indicating sponta-
neous regression of an angiomatous lesion in a patient
with VHL. Rumbaur (1941) described a shrunken,
white-coloured tumor with wrinkled surface with no
dilated feeding vessels in a 54-year-old man. Rumbaur
presumed that those changes in the retinal tumor in
VHL occurred spontaneously.

Webster et al. (1999) found peripheral angiomatous
lesions that had not been previously treated in five
eyes of five patients. The white lesions showed attenu-
ated feeding vessels and remained hyperfluorescent on
fluorescein angiography. However, it is not clear
whether those changes occurred by tumor regression.
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An additional explanation could be that retinal heman-
giomas develop primarily with fibrosis, and that the
feeder vessels were small from the start. We found a fi-
brotic hemangioma in a 21-year-old woman (Schmidt
et al. 1987). The fact that a white retinal lesion with
narrow feeder vessels can occur in such a young pa-
tient means that a congenital change can also occur.

The minor vascular changes in patients with VHL
herein described are considered to be rare lesions.
Every retinal anomaly in VHL should be controlled by
follow-up examination and documentation. In case the
retinal lesion increases in size, however, treatment is
necessaty.
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