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ABSTRACT : Adrenopenital syndrome due to an adrenal carcinoma is a ver) rare presentaiion.
This is the case report of a 22 year old female who presented with classical features of the syndrome
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Tumours of the adrenal gland are of rare occurence.
They may arise from the adrenal cortex or the me-
dulla'?, Tumeurs arvising from the adrenal medulla
include phacochromocytoma, ganglioneuroma and neu-
roblastoma while those arsing [rom the cortex pro-
duce classical syndromes like Cushing's, Conn’s and
adrenogenilal syndrome depending wpon the produe-
tion of ghicocorticoids, mincralocorticoids and sex hor-
mones respectively, A small number of nonfunctioning
tumours have been found at autopsy or discovered ac-
cidentally {incidentalomas)' on CT scan, MRI or
ultrasono-graphy performed for some other condition.
Adrenal® tumours may be benign or malignant, infil-
trating surrounding structures or invading the renal
vein and metastasizing.

The adrenogenital syndrome is due to overproduction
of adrenal cortical androgens and may be congenital
or acquired’. The congenital type is the result of an
inborn defeet of normal steroid sysnthesis causing
ACTH hypersecretion, and ultimately excessive secre-
tion of the cortical androgens. The acguired variety
in children is always due o an adrenal corical twmour®
while in adults it may be due to a tumour' or corti-
cal hyperplasia seen in cascs of Cushing’s syndrome’.
This report describes the cases of an adult female who
presented with classical features of adrenogenital
syndrome due to an adrenal cortical carcinoma.
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SE HIS)

A house wife, aged 22 years was admitted with his-
tory of amenorchoea for 9 months after taking some
family planning medicine from a general practitioner.
There was no menstrual irregularity prior to this. Six
months ago she started developing pigmentation all
over the body which steadily increased ever since, Along
with the pigmentation excessive hair started growing
all over the face and she also complained of acne.
With the passage of time she developed ever increasing
hair all over the body, She also complained of swelling
of face, loss of weight and weakness.

The past history was insignificant. She was happily
married with two children, a davghter and a son. Apar
from hetel nuts she 15 not addicted to anything. Socio-
economically she belonged to the poor class,

On examination the patient was a female of small built,
wasted, co-operative, having facial hirsutism and acne
{Fig. 1. with a coarse voice. She had a rapid pulse
and a blood pressure of 190/140 mmHg. General ex-
aminatipn revealed pigmentation all over the body and
eedema of the face.

Her chest examination revealed atrophied breasts,
pigmentations and tachycardia. The abdomen (Fig, 2)
was slightly protuberant with pigmentation and an-
droid-type obesity and hair distribution. The limbs also
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fig. 1.
appeared wasted, pigmented and hairy (Fig. 3).

A provisional diagnosis of adrenogenital syndrome was
made and investigations including complete blood
picture, urine analysis, blood sugar and urea, liver
function tests, thyroid profile, and serum - calcium,
electrolytes, creatinine, acid phosphatase, aldosterone,
cortisol and testosterone were carried out. X-ray chest,
ultrasound abdomen and pelvis, ‘and a CT scan of the
abdomen were also performed.

The results of the various investigations were normal
except for serum testosterone which was > 1230 ng/
dl (range 30-140) and serum cortisol - 39.9 pg/d] (range
6-25); serum calcium and potassium were found just
below the normal range. Ultrasonography revealed

Fig. 2.

hypoechoic non-homogenous mass, 86x80x65mm in
size, displacing the kidney downwards. CT scan (Fig.
4) findings were similar with no invasion of the sur-
rounding tissues or the renal vein.

After stabilizing the patient medically on minipress,
tenormin and -acetopril, and thorough preoperative
preparation, the patient was operated through a clas-
sical Rutherford Morrison incision with resection of
the 12th rib. The kidney and the tumour {adrenal) were
identified. The twmour was then separated from the
kidney and adrenalectomy performed afier ligating the
vessels in the pedicle. Haemostasis secured and the
wound closed with whe drainage from a separate siab
incision. Postopgratively the patient was put on an-
tibiotics and hydrocortisone which were gradually

Fig. 3.

Fig. 4.
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Fig. 5.

tapercd off. There was no major per and postopera-
tive complication and the patient was discharged on
the &th day,

Histopathology of the tumour (Fig. 5) revealed cells
arranged in cords and trabeculae separated hy
fibromuscular core, with abundant acidophilic cyto-
plasm and large oval nuclei with prominent nucleoli.
Some cells had bizarre hyperchromatic nuclei (Grade
III morphology). Variable number of mitoses, abnor-
mal tripolar mitotic figures and foci of necrosis were
also seen. There was evidence of venous invasion in
one of the sections. Immunohistochemical studies
including vimentin, S-100, CK-MNF, CK-CAM, NSE
and chromogranin were unhelpful. The features were
consistent with that of an adrenal cortical carcinoma.
The patient was well at 6 months follow-up.

DISCUSSION

The clinical features of adrenogentital syndrome de-
pends upon the age of presentation®. In infancy due
to clitoral enlargement it may present with ambigu-
ous genitalia (pscudohermaphroditism). The growth is
fast but the child is stunted due to early fusion of
epiphyses and there may be episodes of adrenocorti-
cal insufficiency causing stress and infection. Onset
in childhood causes virilization in girls and precocious
development in boys - ‘little girls become little boys
and little boys become little men™. In adulthood, cases
are usually seen in females with amenorrhoea, hirsutism,
acne, voice change, breast atrophy and often with

features of Cushings syndrome; though very rarely males
may present with feminization (gynaecomazia, testicular
atrophy, effeminacy)'”. Our case, a 22 years female,
had clinical features which confirmed with the clas-
sical presentation,

Apart from clinical features and hormonal assays, the
diagnosis of adrenocortical tumours is based on im-
aging techniques like ultrasonography and CT scan.
Ultrasonography can detect adrenal masses > 2em in
size but is operator dependent'. CT scan has an ac-
curacy of >90% and can detect masses ‘as small as
0.5 cms in diameter and renal vein invasion’. In our
case CT scan showed no renal invasion but
histopathology did reported a venous invasion in one
section of the excised specimen. Gufler et al® has also
suggested that single CT criteria are not reliable to
differentiate benign from malignant adrenal lesions,
better results can be achieved with a scoring system.

In cases where CT scan is inconclusive; MBI adrenal
scintiscan (MIPG'/NP-59') and venous sampling' may
be helpful. Fine needle aspiration biopsy (FNAB) is
a sensitive and specific technique which may be used
in the diagnosis of adrenal wmours'". Reinke crys-
talloids have also been found in a testosterone secreting
adenoma'', but their diagnostic value needs to be
established.

With more and more CT scans being performed nowa-
days, the number of accidentally discovered adrenal
tumours (incidentalomas) is also increasing and arousing
interest'. However, these incidentalomas arc not fully
non-functional, they have the capacity to produce
cortisol and they could potentially develop a steroid
excess syndrome such as Cushings™. It is, therefore,
advocated that all asymptomatic non-functional adrenal
masses about 3cms in size should be subjected to
surgery; besides to exclude malignancy also'. Adre-
nal cortical carcinomas are curable, only if they are
small and localized'?,

Apart from conventional surgery, laparoscopic adrena-
lectomy™" is gaining popularity. The operation time
in the latier, is however slower in males and patients
weighing > 80Kg (sigmificantly), and right sided tumours
(insignificantly)'. Laparocopy is, however, not rec-
ommended in malignant and inflammatory lesions!”.
Another newer technigue being tried is retroperi-
toneoscopy or ERA. It is said to be safe and effec-
tive for simple nephrectomy and excision of smail
adrenal tumours'®,
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