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OLGU SUNUMU | Case Report

Undiagnosed pheochromocytoma in a patient with acute
appendicitis: a challenging surgical emergency condition

Akut Apandisitli bir hastada tanimlanmamis feokromositoma:

Zor acil cerrahi bir durum

Ali Coskun', Mehmet Yildirim', Serhat Akay?, Nazif Erkan'-2

Izmir Bozyaka Training and Research Hospital Department of Surgery! and Emergency Medicine?,

Abstract

Pheochoromocytoma is a rare catecholamine secreting
neuroendocrine tumor originating mostly from adrenal
glands. A clinical challenge arises when a patient with a
previously undiagnosed and untreated pheochromocy-
toma presents with a surgical emergency. A 24-years-old
male presented to our emergency department with ab-
dominal pain. Physical examination, laboratory tests and
radiological findings were consistent with acute appen-
dicitis. Prior surgery, his blood pressure raised to 240/130
mmHg, while heart rate was 125/min. Vital signs were
stabilized by intravenous nitrates and beta blockers. Ap-
pendectomy was done without further complications.
After surgery, high level of urine vanillyl mandelic acid
and right adrenal mass in abdominal MRI that support
the diagnosis of pheochoromocytoma were found. Elec-
tive right adrenalectomy was made two months later and
pathology revealed a pheochoromocytoma. The posto-
perative period was uneventful and he has been followed
for 18 months without any antihypertensive treatment.
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Ozet

iFeokromositoma, ¢ogunlukla adrenal bezden kaynak-
lanan katekolamim salgilayan nadir bir néroendokrin tii-
mordiir. Daha 6nceden bilinmeyen veya tedavi edilmemis
feokromositoma olgulari acil cerrahi durumlarda klinik
zorluklara neden olmaktadir. Karin agrisi nedeniyle acil
servise basvuran 24 yasindaki erkek hastanin yapilan
fizik muayenesinde, laboratuvar ve radyolojik tetkikleri
akut apandisit ile uyumluydu. Acil cerrahi planlanan has-
tanin kan basiei 240/130 mmHg, nabiz sayis1 125/dakika
idi. Intravenoz nitrat ve beta-blokorlerle vital bulgular:
stabilize edilen hastaya apendektomi yapildi. Cerrahi
sonrasl, hipertansiyon etiyolojisi arastirilan hastanin id-
rarda vanil mandolik asit diizeyi yiiksek ve iist batin
MR’da sag adrenalde kitle saptandi. Apendektomiden 2
ay sonar, elektif olarak sag adrenalektomi yapildi. Posto-
peratif patolojisi feokromositoma olarak saptanan hasta
18 aydir sorunsuz olarak takip edilmektedir.
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Introduction

Pheochoromocytoma is a rare catecholamine secreting
neuroendocrine tumor origininating mostly from adre-
nal glands. Secretion of excessive amount of cate-
cholamines such as noradrenaline, adrenaline and
dopamine cause unbalanced sympathetic stimulation
causing symptoms. Typical symptoms include episodes
of hypertension, headache, palpitations and diaphore-
sis. It can also cause hypertensive emergency precipitat-
ing in acute stress requiring intense antihypertensive
therapy!. Undiagnosed pheochromocytoma may be
problematic in some cases with failure of recognition of
symptoms and delayed diagnosis can present with peri-
operative dilemma. Here, we present a patient without
a prior history of hypertension who presented with
acute appendicitis and experienced preoperative hyper-
tensive crisis, successfully treated with intravenous an-
tihypertensives.

Case report

A 24 -year-old male presented to our emergency depart-
ment with an acute onset of abdominal pain. He said
that his pain is located periumbilically and started sev-
eral hours ago with accompanying nausea and vomit-
ing. He denied any medical conditions and medications.

Upon arrival, he was suffering from an acute ab-
dominal pain. His vital signs were within normal limit.
Physical examination revealed prominent tenderness
with rebound in the right lower quadrant consistent
with acute appendicitis. Cardiovascular and pulmonary
examinations were normal. Blood chemistry results
were within normal range while hemogram showed
leukocytosis, 16.600/mm? and neutrophily, 13.600/mm?.
Posteroanterior upright thorax and plain X-ray of ab-
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Figure 1. T1- weighted magnetic resonance of abdomen showing right adrenal
adenoma
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domen appeared normal. Acute appendicitis was sus-
pected and abdominal ultrasound showed noncom-
pressible appendix. Patient was consulted with general
surgery department and appendectomy was planned.
Before surgery, patient experienced palpitations and his
blood pressure raised to 240/130 mm Hg, while heart
rate was 125/min. Vital signs were stabilized to 140/90
mm Hg and 88/min with intravenous nitrates and beta
blockers. Appendectomy was performed without any
complications and patient was discharged after four
days of hospitalization. In order to explain the malig-
nant hypertensive situation in this young man, labora-
tory tests and radiological studies were performed. 24h
urine collection disclosed vanillyl mandelic acid of 23
mg/24 H (3-9 mg/24 H) and abdominal MRI showed a
right adrenal mass measuring 44x30 mm consistent with
adrenal adenoma (Figure 1). Right adrenalectomy was
made electively two months later and pathology re-
vealed a pheochoromocytoma. The postoperative pe-
riod was uneventful and he has been followed for 6
months without any antihypertensive treatment.

Discussion

Pheochromocytoma is a rare but potentially lethal dis-
ease The incidence of pheochromocytoma is about one
in 1000-2000 patients and one in 50-1000 patients
screened for hypertension?. Pheochromocytoma may go
unrecognized and up to a half may be found only at au-
topsy?. There is a distinct group of patients with
pheochromocytomas who remain normotensive despite
active metabolites being secreted’. Sometimes high
blood pressure may return to within the normal range
because of myocardial damage. However, some patients
with pheochromocytomas may present as surgical emer-
gencies with hemorrhage and infarction of the tumor®.

Incidental presentation of pheochromocytoma. rep-
resents usually a dramatic event, being a therapeutic
challenge with a very difficult control of blood pressure
and often carrying a tragic outcome. Absence of previ-
ous history of hypertensive crises or concomitant symp-
toms does mnot exclude pheochromocytoma in
perioperative period. Perioperative diagnosis is difficult
as hypertension and other symptoms can be linked to
anxiety. A significant complication is being directly re-
lated to preoperative increase in systolic blood pres-
sure®, Noxius stimuli such as venous catheterization,
tracheal intubation, skin incision, anaesthetic drugs and
palpation of the tumor or abdominal exploration will
start the hypertension crisis by releasing catecholamine
of the tumor.There are a few reports of intraoperative
presentation of pheochromocytoma in the literature>®.
Normally, elective surgery is a safe procedure with an
operative mortality of 1,3% by the help of preoperative



management’. In the pre-operative period, pre-operative
treatment with o.-adrenergic blockers, such as phenoxy-
benzamine reduces adverse events in patients undergo-
ing adrenalectomy But mortality could be close to 80%
when a patient diagnosed at the time of incidental sur-
gery®.The hypertensive crisis should be immediately
controlled. A a-and B-adrenergic blockers should be
considered. It is essential that hypertension is
conytrolled with a rapidly acting a-adrenergic blocker
before instituting any B-adrenergic receptor blockade.
Suppresion of B-adrenoceptor -mediated cardiac sym-
pathetic in the absence of adequate arteriolar dilatation
may precipitate acute pulmonary edema’. We describe a
young patient without any symptoms or history of
pheochromocytoma experiencing hypertensive crisis be-
fore appendectomy. We believe that during anaesthesia
induction, presence of acute stress have triggered rapid
discharge of catecholamines and cause symptoms. We
treated the hypertensve attack with intravenous nitrates
and B-blockers. The stablization of the patient take
about 8 hours before the operation. As in our experience,
a relatively simple operation such as appendectomy in a
pheochromocytoma patient may be challenging where
severe hypertension may jeopardize the life of the pa-
tient and the risk of the surgery overcome is greater than
the nonoperative management of appendicitis'®.

As a conclusion, severe hypertension observed in pa-
tients in acute stress like acute appendicitis must alert
physicians for pheochromocytoma. Intense antihyper-
tensive therapy is needed for stabilizing patients periop-
eratively.
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