Case Report

Atypical Intra-Bronchial Carcinoid

-A Rare Case Report
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Bronchial carcinoids are uncommon, slow growing; low-grade malignant neoplasms of the lungs, which rarely metastasize outside
the thoracic cavity. We hereby report a case of atypical intra-bronchial carcinoid tumour of the lung in a young female which was

treated successfully with surgery and chemotherapy.
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CASE REPORT

A 29-year-old female patient presented with breathlessness of six
months duration which was gradually progressive and aggravated
on exertion. There was no history of orthopnoea, and no diurnal
variation or seasonal variation in breathlessness. There was also
history of continuous dull aching chest pain since for six months,
which was onright side, with no radiation of pain. There was no history
of fever, cough, expectoration, haemoptysis, vomiting, sweating or
joint pain. There was no history of diabetes, hypertension, thyroid
disorders, tuberculosis or bronchial asthma in the past.

On examination, vitals were stable with pulse rate of 82/min,
respiratory rate of 20/min, blood pressure-110/70 mmHg and
the patient was afebrile. There were no signs of pallor, icterus,
clubbing, cyanosis, lymphadenopathy or oedema. Respiratory
system examination revealed dull note in right inframammary area
with reduced vocal resonance. There were tubular breath sounds
in mammary and inframammary areas on the right side. Blood
examination were within normal limits. Chest radiograph revealed
homogenous opacity in right lower zone in paracardiac region
[Table/Fig-1]. Computed Tomography (CT) Thorax revealed a well-
defined soft tissue density involving right bronchus intermedius with
extension into right lower lobe and sub-carinal lymphnodes [Table/
Fig-2a,b]. Video bronchoscopy revealed a large mass completely
obstructing bronchus intermedius which appeared glossy with

[Table/Fig-1]: Chest radiograph showmg r|ght para- card|ac homogenous opacity.
[Table/Fig-2a&b]: Computed Tomography (CT) of the chest showing well defined
mass in right paracardiac region with calcifications (from left to right).

e/Fig- 3] V|deo bronchoscopy shovvs a large mass completely obstructmg
bronchus intermedius which was glossy with smooth margins.
[Table/Fig-4]: Biopsy of the mass showed tumour cells showing scanty to moderate
cytoplasm and round monomorphic nuclei with stipped chromatin (Haematoxylin
and Eosin stain X100).
[Table/Fig-5]:Immunohistochemistry of the biopsy specimenrevealed Synaptophysin
(20X Magnification) (from left to right).

-6]: Immunoh|stoohem|stry ofthe biopsy specimen revealed chromogranin
(40X Magnification).
[Table/Fig-7]: Excised tumour mass.
[Table/Fig-8]: Postoperative chest radiograph showing complete expansion of right
lung (from left to right).

smooth margins. There were some specks of calcification visible
[Table/Fig-3]. Biopsy of the mass showed tumour cells showing
scanty to moderate cytoplasm and round monomorphic nuclei
with stripped chromatin which was consistent with neuroendocrine
tumour (WHO Grade 1) [Table/Fig-4]. Immunohistochemistry of the
biopsy specimen revealed synaptophysin, and chromogranin positive
and Ki 67 negative [Table/Fig-5,6]. The diagnosis was confirmed as
bronchial carcinoid. The patient was subjected for surgical resection
of the tumour. On thoracotomy, it was observed that the tumour was
adherent to the mediastinum and dissection was done with excision
of mediastinal adhered lymph nodes and right middle lobe and right
lower lobe lobectomy en block [Table/Fig-7]. Histopathology of the
resected tumour confirmed the diagnosis of the central carcinoid
tumour with intermediate malignant potential and mediastinal lymph
node involvement. Postoperatively her lung expanded completely
[Table/Fig-8]. The patient was advised for chemotherapy in the view
of malignant deposits in the mediastinal lymph nodes. The patient
received chemotherapy with cisplatin-100mg/m2 on day 1and
etoposide-35 mg/m? for four days as one cycle. She received four
cycles of this chemotherapy and she is doing well.

DISCUSSION

Neuroendocrine Tumours (NETs) comprise a heterogeneous group
of malignancies that arise from neuroendocrine cells throughout the
body, most commonly originating from the gastrointestinal tract and
lungs. Lung NETs can be classified as well differentiated {low-grade
Typical Carcinoids (TCs) and intermediate-grade Atypical Carcinoids
(ACs)} and poorly differentiated (high-grade large cell neuroendocrine
carcinoma or SCLC) [1]. Carcinoid tumours account for 0.5-2.5% of
all primary lung tumours and they are slow growing and low-grade
malignant tumours [2].

More than 80% of lung NETs are carcinoids [3]. They synthesise and
secrete neuroendocrine peptides into the general circulation and
they have the ability to synthesise serotonin from dietary tryptophan,
which is suggested to be pathognomonic of carcinoids. The
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symptoms of bronchial carcinoids depend on the location of the
tumour-central or peripheral. Central tumours are mostly located
in the right lung and cause haemoptysis or recurrent bronchial
obstruction as notedinthe present case. In symptomatic patients, the
most common clinical findings are those associated with bronchial
obstruction, such as persistent cough, haemoptysis, and recurrent
or obstructive pneumonitis. Wheezing, chest pain, and dyspnoea
also may be noted [4]. Although, uncommon, various endocrine or
neuroendocrine syndromes can be initial clinical manifestations of
either typical or atypical pulmonary carcinoid tumours. Carcinoid
syndrome, hypercortisolism and Cushing syndrome, inappropriate
secretion of Antidiuretic Hormone (ADH), increased pigmentation
secondary to excess Melanocyte-Stimulating Hormone (MSH), and
ectopic insulin production resulting in hypoglycaemia are some of the
endocrinopathies that can be produced by a pulmonary carcinoid
tumour in a patient who is otherwise asymptomatic [5].

Endocrine manifestations occur in 1-7% of cases including the
carcinoid syndrome, which occurs in 86% of patients with liver
metastases [2]. Our case did not have carcinoid syndrome. Carcinoid
tumours may present as “iceberg-like lesion”, with a small amount
of endobronchial growth and a prominent parenchymal mass [6].

Our case had right main stem central obstruction due to the tumour.
The main symptoms in our case were chest pain and breathlessness.
There were no symptoms of carcinoid syndrome in our case.

Histopathologically, they are classified as TCs and ACs. Typical
carcinoids account for about 9 out of 10 lung carcinoids. They grow
slowly and rarely spread beyond the lungs. Atypical carcinoids are
much rarer than typical lung carcinoids. They tend to grow faster
than typical carcinoids. There is a greater chance that they will
spread (metastasize) beyond the lungs. They have increased mitotic
activity and necrosis [7].

Of the many histopathologic techniques available, immune-
histochemistry is considered to be the most sensitive and accurate
in distinguishing TCs and ACs [2]. Our patient was a case of atypical
carcinoid tumour since it had malignant potential with metastasis to
regional lymph nodes. Also, microscopically it showed increased
mitotic activity.

Surgery is the standard treatment for stage I-Il and most stage |Il,
which accounts for 75% and 15% respectively [8]. Combination
of everolimus plus octreotide may represent the best option. The
most significant prognostic factor is the histopathological subtype,
because 5-years survival rate of typical and atypical carcinoids are
87% t0 98% and 56%-73%, respectively [3]. Carcinoid tumours of the
lung generally have a better prognosis than other forms of pulmonary
malignancy. They have an overall 5-year survival rate of 78-95% and
a 10-year survival rate of 77-90% [9]. Typical carcinoid tumours have
been found to have a much better prognosis than do the atypical
variety [10]. Atypical carcinoid tumours have been associated with a
5-year survival rate of 40-60% and a 10-year survival rate of 31-60%,
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depending on the series. Garcia-Yuste et al., has observed that the
mediastinal nodal involvement and histological sub-type as the most
important factors influencing the prognosis in these patients [11]. A
study conducted by Ducrocq et al., examined factors determining
long-term survival after resection of typical carcinoid tumours [12]. It
failed to demonstrate any prognostic significance for sex, tumour size
(T1 versus T2), tumour location (central versus peripheral), and type
of resection. The study confirms a good prognosis after complete
resection of typical carcinoid tumours, including those with lymph
node metastasis. The main prognostic factors are histology (with
a significantly higher survival for typical carcinoid tumours), lymph
node, and metastasis [13].

CONCLUSION

In conclusion, diagnosis of bronchial carcinoids is often overlooked
in young patients in the absence of specific symptoms. The present
case demonstrated that the bronchial carcinoid can present in
young adults, and with early diagnosis and surgery, the patient can
be cured of the disease.
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