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Abstract

A 45 years old male, nondiabetic, hypertensive, nonasthmatic, nonsmoker, farmer

from Pabna presented with the complaints of pain over right hypochondrium for 4

months andalso gave history of significant weight loss of about 15 kg in the last 6

months. He also developed bilateral gynecomastia for 2 years.On examination, Blood

pressure was 200/100 mm of Hg and bilateral gynecomastia were present.Both testes

were mildly atrophied.Systemicexamination revealed mild tenderness in right

hypochondrium on deep palpation of abdomen.USG of W/A revealed A heterogenous

mixed echogenic mass (9.9*8.9) was seen in upper polar region of right kidney.

Suggestive of Right suprarenal mass. CT scan W/A with contrast showed heterogenous

contrast enhancing well defined rounded soft tissue density lesion measuring about

90*86 mm was noted in right adrenal region which revealed a right adrenal mass

consistent with adrenal pheochromocytoma. However,clinical biochemistry tests

revealed normal levels of plasma catecholamines (dopamine,norepinephrine, and

epinephrine) and metanephrine, which are unusual f indings in adrenal

pheochromocytoma.Serum Aldosterone,Basal cortisol, Renin in plasma, ACTH and

24 hours Urinary Free cortisol were normal.Meanwhile, The patient had persistent

hypokalemia and serum Testosterone, LH and FSH  were below normal level. Open

right adrenalectomy was done. Histopathology and immunohistochemistryconfirmed

the diagnosis of adrenal pheochromocytoma. Following surgery, the patient did well

and showed full recovery at follow-up after one month. To our knowledge, this is the

first report in Dhaka Medical college hospital of the extremely rare entity of

pheochromocytoma with an unusual clinical and biochemical scenario.
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Background

Pheochromocytoma is a rare but life-threatening
condition that has varied clinical presentations
particularly hypertension, headache, palpitation, and
sweating.1,2 Patients with suggestive clinical features

are frequently tested for pheochromocytoma. The
medical interest in this tumor has increased with the
improved availability of diagnostic laboratory tools
particularly plasma or urinary fractionated
metanephrines (metanephrine and normetanephrine),
and other neuroendocrine markers particularly
chromogranin A.3,4 The wide universal availability of
different imaging facilities, both anatomical and
functional, has also improved the detection of
pheochromocytoma.5

The growing awareness for implementing different
protocols and guidelines that consider
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pheochromocytoma in the work-up and differential
diagnosis has improved diagnosis of the
disorder.6Accurate diagnosis is important because if

the tumor is detected early laparoscopic or surgical
treatment is usually curative before other changes or

complications take place.

Catecholamine-producing tumors are

neuroendocrine tumors that affect the chromaffin
cells of adrenal medulla and postganglionic fibers

of the sympathetic nervous system.1,2These tumors
are characterized by the synthesis, storage, release,

and secret ion of  catecholamines and their
metabolites. They include pheochromocytomas in

the adrenal medulla and paragangliomas in the
extra-adrenal sympathetic ganglions usually below

the diaphragm in the retroperitoneum or organ of
Zuckerkandl and various sites including the head,

neck, thorax, and abdomen. However, although the
majority of these tumors are benign and adrenal,

investigation workup should consider their tendency
for being multiple, malignant, and familial with

genetic pathogenesis.7

Epinephrine (and its metabolite metanephrine) is the

catecholamine that is produced exclusively by the
adrenal medulla and adrenal pheochromocytoma. On

the other hand, norepinephrine (and its metabolite
normetanephrine) is the catecholamine produced by

the adrenal medulla and adrenal pheochromocytoma
as well as by the extra-adrenal pheochromocytoma

and paraganglioma, which can also produce
dopamine and its metabolite methoxytyramine.

However, this is rare.8

Pheochromocytomas can affect individuals of all ages.

They are common in people aged between 40 and 50
years, and relatively more common among females.

Adrenal pheochromocytomas constitute nearly 85% of
cases of pheochromocytomas, with 15% being extra-

adrenal paragangliomas that affect the sympathetic
ganglions anywhere from the base of the brain to the

urinary bladder.1,2Laboratory diagnosis is usually
achieved by measuring the catecholamines, or more

importantly their metabolites in plasma or urine.
Although different markers, including catecholamines

and vanillylmandelic acid, are utilized as diagnostic
tests, total and fractionated metanephrines in plasma
or urine provide the best valid laboratory test for

excluding or confirming pheochromocytoma.2,9In
addition, chromogranin A is another reliable marker for

neuroendocrine tumors, including pheochromocytoma

and is increasingly used in the diagnostic workup and

follow-up of patients with these tumors.4 Following

diagnosis, removal of the adrenal gland or the tumor is

done by open surgery or by the laparoscopic technique,

which is considered the ‘gold standard’ treatment choice

since 1992.10-12

Case Report

Mr. Jasim Uddin, 45 years male, nondiabetic,

hypertensive, nonasthmatic, nonsmoker, farmer from

Pabna presented with the complaints of pain over right

hypochondrium for 4 months which was dull aching in

nature, non-radiating, aggravated by physical work but

relived by taking analgesics and he had never had a

pain like this before. Pain was not associated with fever

with chills and rigor. He also gave history of significant

weight loss of about 15 kg in the last 6 months. He

also developed bilateral gynecomastia for 2 years.

There was no evening rise of temp, night sweat, cough,

hemoptysis, chest pain or bone pain. His bowel habit

was normal.

On examination, Patient was anxious, mildly anemic.

pulse 60 b/m, bp180/100 mm of Hg and bilateral

gynecomastia were present which were

symmetrically enlarged, nipple and areola were

normal, on palpation, firm breast disc palpable on

both sides which were mobile, free from skin and

the underlying pectoral muscle. Both testes were

mildly atrophied. Systemic examination reveals no

abnormality but only mild tenderness in right

hypochondrium on deep palpation of abdomen.

Digital rectal examination was normal.

On investigation, Hb12.3%, S creatinine 1.42 mg/dl.

Urine R/M/E normal. USG of W/A revealedboth kidneys

were normal. A heterogenous mixed echogenic mass

(9.9*8.9) was seen in upper polar region of right kidney.

Suggestive of Right suprarenal mass. CT scan W/A

with contrast showed heterogenous contrast enhancing

well defined rounded soft tissue density lesion

measuring about 90*86 mm was noted in right adrenal

region which push right kidney downward. The mass

was also separated from liver.
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Table-I

Laboratory test

Test Name   Result Unit             Ref

S. Aldosterone 169 pg/ml 20-180 pg/ml

Basal cortisol 70.74 nmol/l 100-690pg/ml

ACTH 7.07 pg/ml, 8.l-57.8pg/ml

Epinephrine 82.23 pg/ ml, 125pg/ml

Nonepinephrine 245pg/ml 600 pg/ml

Renin in plasma 14.70 pg/ml 4-37 pg/ml

24 hours Metanephrine in urine 1656.23 nmol/day <1775nmol/day

24 hours Urinary Free cortisol 195 ug/24hours 50-190ug/24hours

Testosterone 1.38 ng/ml. 2.80-14ng/ml

LH 0.09mlU/ml 0.57-11.95 ng/ml

FSH 0.20 mlU/ml 0.95-1195mlU/ml

S Potassium 2.9 mmol/l 3.5-5.1 m mol/l

Vitamin D 25.2ng/ml 30-100ng/ml

TSH    4.35ulU/ml 0.47-5.01ulU/ml

S Magnesium    0.6 mmol/l 0.7-1.05 nmol/l

S Albumin    27.2gm/l 34-50gm/l

Fig-.1: CT Scan of Abdomen.

Diagnosis: Right Adrenal mass with hypertension with
hypokalemia with  gynecomastia with testicular atrophy
with secondary hypogonadism.Open right
adrenalectomy was performed.There was some blood
loss that necessitated one unit of packed red blood
cells (RBC) transfusion. The adrenal tumor was
excised. The patient did well and remained
normotensive in the postoperative period.
Histopathology and immunohistochemistry confirmed

the diagnosis of adrenal pheochromocytoma. She was
discharged after eight days withoutcomplaint and with
normal neuroendocrine markers. She refused genetic
testing.
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