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ABSTRACT

Pheochromocytoma is a sporadic tumor of the adrenal medulla in the children population. With very polymorphic
symptomatology, sometimes causing a diagnosis delay can be revealed in some cases by a complication. We report the case of
a child admitted for cerebral-meningeal hemorrhage caused by a pheochromocytoma which was confirmed by a CT scan and

urinary dosage of catecholamines.
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INTRODUCTION

Pheochromocytoma is a catecholamine-secreting tumor of
the adrenal medulla, representing 0.1 to 1% of the causes
of hypertension [1]. Adults are the most affected, whereas
itis rarer in the pediatric population, representing less than
20% of all pheochromocytomas [2]. The clinical
symptoms are very polymorphic and even atypical,
causing a delay in diagnosis. Pheochromocytoma can
evolve into a lethal or even malignant form in 10 to 20%
of cases [1].

We report the case of a 9-year-old child diagnosed with
pheochromocytoma following a cerebral-meningeal
hemorrhage.

CASE REPORT

A 9-year-old child with no medical record was admitted to
the ICU to manage an apyretic disorder of consciousness
preceded. According to the mother, morning vomiting in
jet form with headaches resistant to treatment for two
weeks.

The admission examination found an unconscious child
with a Glasgow score of 10 with equal and reactive pupils
without sensory-motor deficits. A blood pressure of 140
/90 mmHg, the respiratory and cardiac rate was 20
cycles/min and 95 beat/min with a saturation of 95% in
room air, the capillary glycemia was correct, the same for
the rest of the biological check-up, the rest of the clinical
examination was normal.

A cerebral CT scan was performed, showing a meningeal
hemorrhage with correct ventricular flooding (Figure 1).
Treated with an emergency external ventricular bypass in
the operating room and was then hospitalized in the ICU
for further treatment.

During his stay, the child presented very high blood
pressure levels, reaching 180mmhg/100mmhg with the
installation of painful abdominal distension evaluated by
abdominal ultrasound. Objectifying an inter aortocaval
retroperitoneal adenopathy completed by an abdominal
CT; showing a hyper vascularized retroperitoneal mass
measuring 61*51*40 mm, involving the inferior vena cava
and the left renal artery suggesting a pheochromocytoma
aspect (figure 2). the dosage of urinary catecholamine was
conclusive: vanylmandelic acid (VMA) at 162.4 pmol/24
h (N 5 at 35 umol/24 h) and homovanillic acid (HVA) at
40 pmol/24 h. The child died of septic shock before the
surgical procedure.

DISCUSSION

Pheochromocytomas are neuroendocrine tumors derived
from the neural crest and develop at the expense of
chromaffin cells located in the adrenal medulla. Extra-
adrenal localization is possibly called paragangliomas, can
grow in diffuse chromaffin tissues. [1] It represents 0.1 to
1% of the causes of hypertension. It is predominant in
adults and exceptional in children (less than 20% of all
pheochromocytomas) [2]. The age range varies between
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less than one year and 14 years [3]. With a male
predominance and a familial notion in 10% of cases [4].
The clinical symptomatology is very polymorphic due
essentially to the synthesis and excessive releasee of
catecholamines, in particular norepinephrine and
epinephrine, with increased activation of the sympathetic
nervous system[5] the diagnosis of pheochromocytoma is
often tricky, suspected in front of clinical symptomatology
translating the hypersecretion of catecholamine, whereas
in 25% of the cases the tumor is of fortuitous discovery
during an abdominal radiological examination (CT or
MRI) the classical symptomatology includes the clinical
triad of Menard; headache, pulse, and sweating associated
with arterial hypertension [6] but other clinical signs may
appear in children, notably- asthenia, a polyuria-polydipsic
syndrome, metabolic disorders (diabetes, thyrotoxicosis),
neurological disorders with anxiety, and sometimes
convulsions or even bone lesions in malignant forms
[3,7,8]
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Figure 2: Abdominal Tﬁscan showing an inter aortocaval mass

Arterial hypertension can manifest itself in a paroxysmal
way, but permanent systolic-diastolic with more severe
complications, especially in children, engage the vital and
functional prognosis, namely retinopathy
cardiomyopathies or cerebral hemorrhages [9]. This is the
case of our patient who was admitted in the stage of a
cerebral hemorrhagic complication with ventricular
flooding Stroke in children. Young adults account for less
than 5% of all strokes [10]. The annual incidence in the 0-
14 age group (excluding birth-related strokes, intracranial

infections, and post-traumatic strokes) is 2.52 cases per
100,000, the risk of cerebral ischemia being the rarest,
estimated at 0.63/100,000/year or even 1.2 cases per
100,000 per year according to other authors [11]. While
the risk of bleeding is estimated at 1.89/100,000/year [12]
Paraclinical examinations have made the diagnosis of
pheochromocytoma easier, particularly radiological
explorations and plasma or urinary dosage of free
catecholamine. The choice of the radiological examination
depends on the situation and availability. These
explorations are essential to localize the tumor to know the
degree of necrosis and determine the extent of the
parenchymal lesions.

Abdominal ultrasound is still the only way to localize an
isolated tumor, whereas CT and MRI are currently the
examinations of choice. The meta-iodobenzyl-guanidine
(MIBG) lodine 123/131 allows a mapping of the whole
body for the detection of multiple tumors or ectopic
localization [13]

In our situation, abdominal ultrasound was requested in the
presence of an abdominal mass syndrome. It was
subsequently supplemented by an abdominal CT scan,
which indicated the mass's location, vascularization, and
extent. On the biological level, the detection of an
excessive quantity of free catecholamines (adrenaline,
noradrenaline, dopamine) and their metabolites
(vanylmandelic acid, methoxylated derivatives) allows the
diagnosis of pheochromocytoma to be made, with a
sensitivity of up to 99% for free plasma measurements and
approximately 95% for urine measurements. [14] In our
situation, VMA and HVA confirmed the diagnosis of
pheochromocytoma with very high concentrations. The
treatment of pheochromocytomas remains surgical with
total removal of the tumor consisting of "gently dissecting
the patient from the tumor and not the tumor from the
patient." Elective ligation of the adrenal veins before all
maneuvers of traction and pressure of the tumor is
essential [15].

Surgical management requires obligatory :
pre-medication with antihypertensive drugs, in particular
alpha-adrenergic blockers, for 7 to 14 days, to control and
stabilize the blood pressure figures to prevent any
intraoperative catecholamine release accident while
avoiding an excessive lowering, damaging at the
myocardial and cerebral level. [16]

Blood pressure monitoring with adequate correction of
blood volume [14].

A close and rigorous monitoring of the postoperative
follow-up may persist for several days because of the
hemodynamic instability.

CONCLUSION

Pheochromocytoma is a rare tumor in the pediatric
population, with a very polymorphous clinical picture and
even severe complications, including cerebral-meningeal
hemorrhage. According to our case, we must also think of
pheochromocytoma in front of cerebral-meningeal
bleeding in children.
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