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In 1904 von Hippel described angiomatosis retinae, which in
20'%, of patients is associated with Lindau's disease. This is
haemangioblastoma of the cerebellum or spinal cord (with or
without cysts of the pancreas, kidney, gonads, and occasionally
with benign hypemephroma). The combination is known as
von Hippel-Lindau's disease. This disease, together with
neurofibromatosis, Sturge-Weber syndrome, and tuberose
sclerosis, are collectively called the neurocutaneous dysplasias.
In 1953 Glueshien et al. suggested the association of these
lesions with phaeochromocytoma. In reported series between
4% (Hume, 1966) and 20% (Cahill and Monteith, 1951) of
cases of phaeochromocytoma exhibit neurofibromatosis.
We have found reports of only eight cases of von Hippel-

Lindau's disease in association with phaeochromocytoma. We
wish to report a further case. It is of interest to recall that
Lindau (1927) did describe adrenal tumours in association
with his syndrome. No case of Sturge-Weber syndrome or
tuberose sclerosis has yet been reported in combination with
phaeochromocytoma.

Case History

On 1 May 1965 a 30-year-old railway clerk presented with occipi-
tal headache, ataxia, and signs of a left cerebellar lesion. He was
found to be hypertensive, with a blood pressure of 160/120 mm
Hg. He had bilateral papilloedema and haemangioblastoma of the
right retina. A left vertebral angiogram suggested a mural haeman-
gioblastoma in a cyst of the left cerebellar hemisphere. Deterio-
ration of his condition necessitated emergency tapping of the left
lateral ventricle and aspiration of 35 ml of fluid from the cyst
through a left occipital burrhole.
On 31 May the cyst was excised. It contained 150 ml of fluid

and a mural nodule confirmed histologically to be a haeman-
gioblastoma. Postoperatively the blood pressure fell to 130/80 mm
Hg and the vanyl mandelic acid, determined preoperatively at
17-6 and 23-4 mg/24 hours, fell to 7.4 mg/24 hours. Serum
catecholamines were at the upper limit of normal. In January 1966
the retinal haemangioblastoma was treated by light coagulation.
The patient remained quite well until November 1967, when a

Bassini repair of a right inguinal hernia was performed. Blood
pressure at this time was 160/100 mm Hg. The hernia recurred in
January 1969 and was again repaired on 29 July 1969. The latter
procedure resulted in an immediate postoperative wound haema-
toma which required evacuation the same evening. At this time
the blood pressure was noted to be 260/160 mm Hg. The hyper-
tension was therefore extensively investigated, and the only abnor-
mal findings were: E.C.G., 'left ventricular hypertrophy with
strain; vanyl mandelic acid between 23.0 and 45.5 mg in 24
hours (on six estimations); urinary noradrenaline between 2,162
and 7,274 ,tg/24 hours (on five estimations); intravenous investiga-
tion showed a normal descending pyelogram, but the left kidney
was at a lower level than the right and had in fact descended
when compared with a previous I.V.P. in 1965; tomography
revealed a space-occupying lesion in the left suprarenal area.
A 24-hour blood-pressure reading showed sustained hyperten-

sion, ranging between 240/140 and 280/170 mm Hg. Intravenous
phentolamine produced a significant fall in blood pressure from
255/165 to 210/120 mm Hg in two and a half minutes. A diag-
nosis of phaeochromocytoma was made, localized to the left adre-
nal medulla, and further search for any other tumours was
deferred until laparotomy.
As preoperative preparation oral phenoxybenzamine was given
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for seven days, during which time the blood pressure fell to
170/100 mm Hg. Operation on 22 September 1969 began with
cystoscopy, which excluded a phaeochromocytoma in the bladder.
At laparotomy through a transverse upper abdominal incision a
thorough search showed no ectopic tumours, a normal right
suprarenal gland, and no visceral cysts. The left suprarenal gland
was replaced by a large tumour weighing 133 g, which was
removed.
The postoperative course was uneventful, the blood pressure

remaining at 150/90 mm Hg and the daily vanyl mandelic acid
excretion at 6.4 mg/24 hours. Analysis of the tumour showed a
concentration of 7,744 Ag of noradrenaline per gramme.
Histological examination showed a benign phaeochromocytoma.
Four months after the operation the patient remained asymp-

tomatic. Vanyl mandelic acid excretion was 4 0 mg/24 hours and
blood pressure 170/100 mm Hg.

Comment

This is the first reported case in which the combined von
Hippel-Lindau's disease is shown to be associated with
phaeochromocytoma. Eight other cases have been reported of
the association of von Hippel's disease or of Lindau's disease
with phaeochromocytoma. Only in the case of -Wolf and
Wilens (1934) was the full syndrome suspected, but angioma-
tosis retinae was never found (see Table). The association of

Cases of von Hippel-Lindau's Disease and Phaeochromocytoma

Age Side of
Author and Phaeochromo- Other Lesions

Sex cytoma

Wolf and Wilens (1934) 33 M. Left \ 3 Right cerebellar
(P.M.) haemangioma, 3 spinal

cord haemangiomas,
syringobulbia, syringo-
myelia, visceral cysts,
benign hypernephroma.
(Bilateral retinal detach-
ment after trauma.)

Mandeville and Sayhoun 55 F. Left Neurofibromatosis,
(1949) (Case I) and (P.M.) haemangioma 4th
others ventricle. Polyps of

ileum, caecum, cervix,
and uterus

rCase 2 24 M. Left Angiomatosis retinae.
Glushien et al. (Alive) Horseshoe kidney,

(1953) ~~~~~~~~~~~cervical ribs
(1953) 34 F. Left Angiomatosis retinae.

iCase 3 (P.M.) Neurofibromatosis

Chapman et al (1959) 24 F. Right 3 Haemangiomas of
Hume (1960) (Case (P.M.) medulla.
L.S.) Neurofibromatosis

Chapman and (Case I 46 F. Bilateral Left cerebellar
Diaz-Perez (P.M.) haemangioma

(1962) 36 M. Bilateral Left cerebellar
Case II (P.M.) (Son of Case I) haemangioma

Illingworth (1967) 17 M. Left Right cerebellar
(Alive) haemangioma

Present case 33 M. Left Angiomatosis retinae.
(Alive) Left cerebellar

haemangioma

phaeochromocytoma with neurocutaneous dysplasias is once
again emphasized.
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