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SUMMARY

A three and ahalf year old male with multifocal phaeochromocytomainvolving the right
adrenal gland and anintrathoracic massis presented. Twenty four hour vanillylmandelic
acid (VMA) was negative despite suggestive symptomatology. The diagnosis was
made on serial CT scans of the head, thoracic inlet and pelvis. He underwent right
adrenalectomy and thoracotomy to remove the abdominal and intrathoracic mass.
The diagnosis was confirmed by histology. He remained hypertensive on hefty
antihypertensive doses throughout his lifespan and finally succumbed to status
epilepticus at the age of ten, six years from the time of diagnosis.

INTRODUCTION

Phaeochromocytoma is a rare tumour arising from
the chromaffin tissue of the adrenal medulla and
sympathetic ganglia (1). It was first described by
Frankel in 1866 (2) subsequently Marchetti in 1904
reported the first postmortem case in a male child
aged 15years (3) while Robinson and Williams in 1956
discussed the disorderin childhood and described two
cases . Since then many paediatric cases of unilateral,
bilateral and extra-adrenal phaeochromocytomahave
been reported in literature (4).

The true incidence of this disease in childhood
isunknown. Data from developed countries gives an
autopsy incidence of 0.3% with a prevalence of up to
10% in children alone (4). The tumour was thought
to be rare in African subjects until 1967 when Somers
et al (5) reported several cases at Mulago Hospital,
none of which were in early childhood. The youngest
child reported in literature was a boy aged five years
who presented with hyperactivity, headache and
diaphoresis (6). In 1973, Parkar (7) reported the first
case in East Africa of a girl aged nine years who
presented with sweating and visual disturbances
sustained hypertension.

Generally history includes episodic sweating,
headache, tachycardia and sometimes fever. The
disorder may be familial and often multicentre and
bilateral, with increased incidence of extra-adrenal
tumours. The presence in young age may be part of
various familial syndromes like multiple endocrine
neoplasia (MEN) type II, IIa or 1Ib or type III,

Von-Hippel Lindau disease, Von Recklinghausen
syndrome and Sturge-Weber Syndrome. We report
a patient who presented with episodes of sweating,
headache, recurrent abdominal pains, convulsions
and recurrent episodes of loss of vision. Terminally
he had sustained severe systemic hypertension.

CASE REPORT

S.0. a 3% year old male presented to the paediatric
emergency unit of the Kenyatta National hospital
with one day history of severe abdominal pains
and sweating. Examination at this time revealed
marked tenderness in the right flanks suggestive of
acute appendicitis. He was admitted for emergency
laparatomy and an appendicectomy performed was
reported as congested. Post-operatively he did well
and was discharged home after four days only to be
re-admitted two days later in a semi-comatose state
with a history of restlessness, excessive sweating,
fever, convulsions, polyuria and polydipsia.
There was no family history of hypertension. On
examination, he was semi-comatose, and febrile,
with a tachycardia of 144b/min, blood pressure
90/60mmhg . There was no jaundice, pallor, oedema
or lymphadenopathy. The pupils were normal,
neck was soft, and the kerning’s sign negative.
The cardiovascular, abdominal and respiratory
examinations were unrevealing. An impression of
malaria, to rule out meningitis was made and he
commenced on rocephin, amikacin, quinine and
phenobarbitone for the convulsions. Laboratory



270

EasT AFRICAN MEDICAL JOURNAL

June 2010

studies showed random blood sugars ranging
from 2.8 to 27.5- mmol/L, negative blood slide
for malaria parasites, a raised cerebrospinal fluid
protein of 1.4 g/L with normal urea-electrolytes
creatinine, calcium, phosphates and haemogram.
HIV antibody screening was negative.

Day 2 after re-admission he came out of the semi
comatose state but was noted to have lost his vision.
An ophthalmic evaluation indicated a possibility of
corticalblindness. He developed repeated convulsions
while in the ward not responding to conventional
anticonvulsants treatment. A repeat cerebrospinal
fluid evaluation was non-rewarding brain CT scan
done showed multiple infarcts in occipital and left
temporal areas (Figure 1).

He completed the treatment of meningitis and
wasdischarged after two weeks only tobe readmitted
after two days with history of visual hallucinations,
sweating, vomiting, frequent convulsions and
weakness of the right arm. This time physical
examination showed right upper arm paresis and a
low-grade fever of 37.6° C. The blood pressure was
normal but a haemogram showed a leucocytosis of
16800/ mm cubed with neutrophils of 70%, platelet
count of 680000/ mm cubed and ESR of 10mm/hr.
Coagulation screen done showed a hypercoaguable
state with shortened prothrombin time and KCCT.
Lupus anticoagulant test was negative. Herpes

simplex encephalitis or a coagulation disorder was
suspected and he was commenced on intravenous
acyclovir, dexamethasone and phenobarbitone. The
convulsions, hallucinations, recurrent loss of vision
and fever disappeared, but episodes of sweating,
headaches and abdominal pains persisted.

After five weeks of stay in the ward, a rise in
the blood pressure was recorded (220/150mmHg)
and this remained high raising the possibility of a
phaeochromocytoma or renovascular hypertension.
Further investigations ordered along this line. Urine
for VMA, catecholamine and porphyrins were
negative, thyroid function tests were normal, and
haemoglobin electrophoresis showed a pattern of
haemoglobin AA. A chest X -ray showed multiple
right paracardiacmasses (Figure 2). Ultrasonography
of urinary system was normal together with the
liver and spleen. Intravenous urogram showed a
delayed excretion of contrast in both kidneys, while
echocardiography revealed a slightly dilated left
ventricle with no coarctation of the aorta. A renal
arteriogram and aortic root angiograms showed a
suprarenal tumour blush while serial CT scans from
the thoracic inlet to the pelvis showed two masses
one on the right adrenal gland measuring 5 x 4 x 3
cm and the other on right paravertebral intrathoracic
region measuring 2 x 2 cm (Figures 2 and 3).

Figure 1
Arrows in the serial CT scans A to D showing hypo-dense bi-occipital leucoencephalopathy
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Figure 2 Figure 3
Chest radiograph. The arrow showing extensive CT scan of the abdomen, arrows showing a diffuse
right paracardiac pulmonary infiltrates suggestive of hypodense right suprarenal mass with faint rim
metastatic lesions. Right pleural effusion noted enhancement

Figure 4
MRI images T1 and T2 images showing leucoencephalopathy of the occipital region suggestive of metastatic lesions
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A diagnosis of phaeochromocytoma was made
and the patient started on alpha blockade with
phenoxybenzamine and propanonol. All the
investigationswerediscussed ataclinical pathological
conference and surgery was recommended. The
supra renal and the thoracic tumours was removed
via a laparatomy and thoracotomy. At surgery the
thoracic tumour was situated along the sympathetic
chain. Histology of the two masses showed
pleomorphic tumour. During subsequent follow
up a repeat thoracotomy was performed to remove
recurrent thoracic masses.

Follow-up: Upon discharge from the wards the patient
was followed by a team of doctors the neurologist
for the recurrent convulsions, the nephrologists and
paediatric cardiologist for the control of the blood
pressure. The parentsboughtablood pressure machine
for home monitoring. His blood pressures at any time
were controlled with not less than five drugs and
over the next four years he developed recurrent tonic
clonic convulsions and was twice admitted in various
hospitals due to status epilepticus. Arepeat MRI at the
age of sixyears (Figure4) showed leucoencephalopathy
with features suggestive of metastatic lesions. He
finally succumbed at the age of seven years due to
status epilepticus.

DISCUSSION

Phaeochromocytoma can mimic and can present with
various clinical manifestations such as headache,
sweating, palpitation, weakness or exhaustion,
nervousness or anxiety, epigastric pain, blurring
of vision, convulsions as reported in this case. An
important mode of presentationis hypertension, which
may be paroxysmal or persistent (3,8). In children,
the course is often rapid and the condition may be
provoked or accelerated even by minor trauma (10).

This caseillustrates such a possibility, presenting
with persistent hypertension following the initial
insult by an infective process, with paroxysmal
exacerbations. However, we were initially put off this
diagnosis by the initial absence of hypertension and
by the presence of normal catecholamine excretion
levels, notwithstanding the fact that this patient had
vasomotor phenomenon such asheadache, sweating
and abdominal pains. Sweating may be the only
symptom suggestive of phaeochromocytoma as has
been reputed in the past (8). Most of cases reported
by Somers et al. (5) showed a female preponderance
with a few occurring in pregnancy. A chest X ray
showed multiple right paracardiac masses (Figure
2) or autopsy showed the location of the tumour to
be mostly in the right adrenal gland.

In the pre-operative medical management of
phaeochromocytoma, itisendeavoured to reduce the
blood pressure to astable, lowerlevel. Alpha-receptor
blockade is the main component of this treatment.

Phentolamine is best suited for acute lowering of
B.P whereas phenoxybenzamine mustbe considered
better suited for long term pre-treatment. However,
asitwas with this case, several authors have reported
difficulties in attaining the desired lowering of B.P
so that supplementary treatment by B-blockers has
been used with increasing extent. It even protects
the heart from tachycardia and arrhythmia (11). In
our case, these drugs did not give a stable B.P hence
addition of calcium channel blockade and diuretic.

Multiple thoracic tumour involvement and
poor blood pressure control necessitated a second
thoracotomy to remove residual tumour masses.
His intractable seizures could have been due to CNS
tumours from which he succumbed.
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