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An intra-abdominal tumour
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A 51-year-old man presented with a 30-month history of intermittent episodes of breathlessness,
dizziness, headaches, palpitations and sweating. In addition, there had been two episodes during
which he fainted due to the severity of his symptoms. After the first episode in September 1993 he
consulted a general practitioner who diagnosed hypertension and started treatment with
lacidipine. Over the following 14 months his symptoms increased in frequency and severity so
that he became afraid to leave his house. In November 1994 he consulted a second general
practitioner because of the severity of his symptoms and his blood pressure was found to be 180/
100 mmHg. The treatment was changed to nifedipine but the blood pressure remained elevated.
The treatment was therefore modified to bendrofluazide, captopril and lacidipine and he was
referred to a consultant physician. The clinical findings revealed a heart rate of 80 beats/min
(sinus rhythm), a supine blood pressure of 170/l10 mmHg and an erect pressure of 160/
100 mmHg. No other clinical abnormality was noted.
The following investigations were normal: chest X-ray, electrocardiogram, full blood count,

urea, electrolytes and liver function tests. An abdominal ultrasound showed a normal left kidney
but the right was absent. One out of two 24-hour urine collections showed a total metadrenaline
of 7.9 ,mol/specimen (normal range: 0 - 6.0 ,umol/specimen). Three further 24-hour urine
collections revealed normal levels of noradrenaline. Serum noradrenaline was normal. An
abdominal computed tomography (CT) scan was arranged (figure 1).

Figure 1 Abdominal CT scan

Questions

1 Which abnormality does the CT scan in
figure 1 show?

2 What is the most probable diagnosis con-
sidering the case history and clinical find-
ings?

 on M
ay 17, 2023 by guest. P

rotected by copyright.
http://pm

j.bm
j.com

/
P

ostgrad M
ed J: first published as 10.1136/pgm

j.73.860.353 on 1 June 1997. D
ow

nloaded from
 

http://pmj.bmj.com/


354 Rehm, Williams

Answers

QUESTION 1
The CT scan shows a 8 x 1.5 cm tubular
retrocrural mass on the left side of the vertebral
column at the level of the left kidney.

QUESTION 2
A non-catecholamine-secreting paraganglio-
ma.
A repeat ultrasound scan further confirmed

the presence of a solid tumour and did not
record vascular flow within it. A meta-iodo-
benzyl guanidine (MIBG) scan showed no
uptake in this region. He was referred for a
surgical opinion. It was considered that the
lesion may have been a non-catecholamine-
secreting paraganglioma. On the basis that
approximately 10% of such lesions are malig-
nant, it was decided to explore the tumour
surgically. The patient underwent laparatomy
and the tumour was excised from behind the
left crus (figure 2). The left adrenal gland was
normal. The blood pressure remained stable at
140/80 mmHg throughout the procedure. His-
tology revealed a benign vascular malforma-
tion. Two months postoperatively the blood
pressure remained elevated at 170/100 mmHg
in the sitting and 165/115 mmHg in the
standing position.

Discussion

Phaeochromocytomas are rare catecholamine-
producing tumours occurring in around 0.5%
of all hypertensive patients. They arise from
adrenomedullary (90%) or extra-adrenal
(10%) chromaffin cells and are located in the
abdomen in 99% of cases, most often in the

3t

Figure 2 Photograph
taken intra-operatively
showing the left retrocrur-
al tumour (1) after the
crus (2) was divided in
relation to the left adrenal
gland (3) and the pan-
creas (4)

retroperitoneum near the kidneys in close
association with the sympathetic trunks. In
10% of cases they are familial, 10% are
bilateral and 10% are malignant. Those arising
from extra-adrenal cells are called paraganglio-
mas. Most phaeochromocytomas secrete adre-
naline, noradrenaline or dopamine but
paragangliomas usually only produce noradre-
naline. Those which secrete catecholamines
commonly present with paroxysmal or sus-
tained hypertension (80-95%), headaches
(60-80%), sweating (52-71%), palpitations
(50 - 64%), pallor (43%) and anxiety (30%). A
paroxysm may be precipitated by any move-
ment that disturbs the abdominal contents.
Orthostatic hypotension is also present in
many patients. In less than 5% the tumours
release large amounts of adrenaline causing
hypotension rather than hypertension. 1-4

INVESTIGATIONS
Measurement of catecholamines or catechola-
mine metabolites (4-hydroxy 3-methoxy man-
delic acid/vanilylmandelic acid and meta-
nephrines) in 24-h urine collections is the
most reliable biochemical test for phaeochro-
mocytoma. Plasma catecholamine can be
measured but the episodic nature of its
secretion in some patients makes this less
useful. Elevated values should be confirmed
by at least one repeat measurement. Suppor-
tive biochemical findings are hyperglycaemia
and polycythaemia. Once a phaeochromocyto-
ma is suspected it is necessary to localise the
lesion using ultrasound, CT and/or magnetic
resonance imaging (MRI). CT scanning is able
to detect tumours of 0.5 cm in diameter with
an accuracy of 90%. Multiple lesions have to
be excluded. Hormonally active tumours may
be located by .3.I-MIBG scintigraphy which
has a sensitivity and specificity of 90% and
99%, respectively. Normal adrenal glands are
not shown on the scintigrams.5'6 Selective
adrenal arteriography or selective vena caval
catheterization with venous sampling for cate-
cholamines are rarely employed.' Diagnosis of
a catecholamine-secreting phaeochromocyto-
ma may be difficult because total urinary
catecholamine and its metabolite levels may
be increased only little, if at all.7

TREATMENT
Surgical excision of the tumour is the treat-
ment of choice unless medical contraindica-
tions to surgery are present or the patient has
widespread metastatic disease from a malig-
nant phaeochromocytoma. Seven to 10 days
pre-operatively the patient is started on the
alpha-receptor blocker phenoxybenzamine to
control blood pressure and restore the blood
volume which has been depleted by excessive
catecholamines. Doses as high as 150 mg/day
may be necessary. A beta-blocker such as
propranolol may be added to reduce tachycar-
dia. The tumour is usually approached through
a transabdominal approach. Phentolamine or
nitroprusside and propranolol should be avail-
able to treat sudden hypertension or cardiac
dysrrhythmias caused by handling of the
tumour during the operation.'
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In our case, the history, clinical findings,
negative biochemistry and CT and MIBG
scans indicated that the lesion might be a
non-catecholamine-secreting paraganglioma.
The final diagnosis of a vascular malformation
was unexpected but revealed an interesting
differential diagnosis of a rare pathology.
Retroperitoneal vascular malformations of the
choledochus, kidney and pancreas have been
described but are rare conditions which may

cause digestive or urinary tract bleeding.8 In
this case the symptoms were unrelated to the
excised lesion.

Final diagnosis

Benign vascular malformation.
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A 23-year-old man was admitted with high grade fever and headache for one week, having
developed left hemiplegia two days prior to admission. He gave a history of right-sided pleural
effusion a year ago that was treated as tubercular effusion. He had, however, discontinued the
treatment after a few weeks. He also gave a history of sexual contact with a commercial sex
worker. Clinical examination revealed a toxic, febrile, young patient with left hemiplegia but
without signs of raised intracranial pressure. Other systems were normal. After preliminary
laboratory tests, high doses of broad-spectrum antibiotics were started but the patient's clinical
condition deteriorated. A computed tomography (CT) scan of his brain revealed multiple ring
enhancing lesions (figures 1 and 2).

Figure 1 Brain CT scan Figure 2 Brain CT scan

Questions

1 Suggest three causes of these CT appearances.
2 What is the most likely diagnosis in this case?
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