National Journal of Medical Research & Yoga Science; Jan 2015: Vol.-1, Issue- 2, P. 30-32

ISSN 2395-2911

(e ]

A RARE CASE OF ENDOBRONCHIAL MALIGNANT
PERIPHERAL NERVE SHEATH TUMOR

*Firoz .A. Hakkim?, Kirthana. G2, Krishnapriya3, R Srinivasan4, G Muthurangan>

1234 Department of TB & Chest Medicine, *Department of Cardio Thoracic, Surgery, Meenakshi Medical College & Research Institute,

Kanchipuram, Tamil Nadu , India.

*Corresponding author email: firozhakkim@gmail.com

Date of submission: 12t March 2015; Date of Publication: 315t April 2015

ABSTRACT

Malignant schwannoma also called Malignant peripheral nerve sheath tumor (MPNST), is a rare and aggressive sarcoma that arises

from the nerve sheath, with an incidence of 0.001%. It usually arises from peripheral nerves or somatic soft tissues. We describe a

rare case of endobronchial Malignant peripheral nerve sheath tumor in a middle aged female who presented with right middle and

lower lobe collapse. The diagnosis was made from the history, clinical examination, radiological investigations and bronchoscopy.

The patient was subjected to pneumonectomy and tracheoplasty.
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INTRODUCTION

Malignant peripheral nerve sheath tumor (MPNST) is a rare
variety of soft tissue sarcoma.[1,2] World Health organization
(WHO) committee for the classification of soft tissue tumors
standardised malignant peripheral nerve sheath tumor
(MPNST) as the accepted nomenclature for a spindle cell
sarcoma arising from nerve, or neurofibroma, or
demonstrating nerve tissue differentiation.[3,4] They are
difficult to diagnose because of their cellular origin and
histopathological similarities with other spindle cell sarcomas
like monophasic synovial sarcoma, leiomyosarcoma and
fibrosarcoma.[5] Surgical procedures have been the main stay
of treatment in such tumors. We present a case of Malignant
peripheral nerve sheath tumor in the right main bronchus.
The patient underwent right pneumonectomy with
tracheoplasty.

CASE REPORT

A 35 year old female was admitted in the chest ward at
Meenakshi Medical College And Research Institute with
complaints of breathlessness and cough for 1 year.
Breathlessness was present for a period of 1 year with grade
1 MRC (Medical research council) which had progressively
increased to grade 2 MRC. Patient complained of cough with
scanty, mucoid expectoration with no diurnal or postural
variation. .She also had dull aching right sided chest pain.
There was no H/O hemoptysis, wheeze, orthopnea or
paroxysomal nocturnal dyspnoea. She also had weight loss.
There was No H/o of ATT (Anti tuberculous treatment) intake
in the past or any significant medical illness. There were no
significant abnormal findings on general examination. Chest
examination showed tracheal deviation to right side, dull note
on percussion and absent breath sounds in the right axillary,
interscapular and infrascapular areas. Other systemic
examination was normal. Investigations: Routine
haematological and biochemical parameters were normal.
Mantoux test and serology for human immunodeficiency
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virus were negative. Sputum examination for AFB (Acid Fast
Bacilli) smear and culture was negative. Chest radiograph
(Figure 1), showed tracheal deviation to right side with
collapse of right middle and lower lobes. CT chest with
contrast showed a mass measuring 3.5 x 3.5 cm in right main
bronchus obstructing the lumen with collapse of the right
middle and lower lobes and mediastinal lymph nodes.
Spirometry showed restrictive pattern. A flexible video
bronchoscopy was done which showed an endobronchial
mass lesion at the distal end of trachea , obstructing the right
main bronchus. Bronchoscope could not be passed further
beyond. Biopsy was taken from the endobronchial mass
(Figure 2) along with bronchial wash. Bronchial wash was
negative for malignant cells. Bronchial biopsy showed
features of spindle cell neoplasm with myxoid changes. In
view of histopathological findings, patient was referred to a
cardiothoracic surgeon and she underwent right
pneumonectomy with tracheoplasty. Histopathological
examination of the surgical specimen revealed a malignant
spindle cell neoplasm composed of spindle cells (Figure 3 &
4) with elongated pleomorphic nuclei, numerous mitosis
arranged in fascicles and storiform pattern with hypocellular
and hypercellular areas. Immunohistochemistry for S 100
showed spindle cells positive (Figure 5).
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Fig 1: X- ray Chest PA view showing tracheal deviation to right
with collapse of the right middle and lower lobe.
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Fig 2: Biopsy being obtained via Flexible FOB from the mass in
the Right main bronchus.
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Fig 3: Low pdwer microséop')' éh(')w'iﬁl;g.spindle cells arranged in
hypo and hyper cellular areas.

Fig 5: 100X Immunohistochemistry shows spindle cells positive.
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DISCUSSION

Malignant peripheral nerve sheath tumors (MPNST) are
sarcoma arising from a nerve or benign nerve sheath tumor
or showing nerve sheath cellular differentiation. It has an
incidence of 0.001% in the general population and 0.16% in
patients with neurofibromatosis .[6,7] Most malignant
schwannomas are highly invasive and are associated with a
low survival rate.[8] MPNST affects adult patients from 20 to
50 years of age with slight female predilection.[9,10] The
features of MPNST include 1) dense and hypodense fascicles
alternating in a marble-like pattern consisting of 2)
asymmetrically tapered spindled cells with irregular buckled
nuclei or 3) immunohistochemical or electron microscopic
evidence of Schwann cell differentiation. The spindle cell
MPNST forms 80%, with features of long fascicles of closely
spaced hyperchromatic spindle cells, small round blue cells,
pleomorphic cells and extensive necrosis with perivascular
preservation. Ancillary test like Immunohistochemistry with
S100 protein is positive in about 60% and is usually focal.
Successful treatment of MPNST requires complete surgical
excision. [11,12] A good three-dimensional clearance is
mandatory for a successful outcome. MPNSTs are generally
considered chemotherapy and radiotherapy resistant tumors.
However, there are reports of routine postoperative
radiotherapy and even radiotherapy as a single modality
alone for MPNST in literature.[13] In our case, we performed
a right pneumonectomy with tracheoplasty. The
postoperative duration was uneventful. The patient was
followed up periodically after discharge.

CONCLUSION

MPNST constitutes a significant proportion of soft tissue
sarcoma. A combination of clinical, radiological, pathological,
and immunohistochemistry helps in diagnosing these tumors.
The overall treatment approach should be like that of any
other high grade sarcomas. Though multimodality therapy,
including surgical resection and adjuvant radiotherapy, is
available, the prognosis remains dismal. Modern clinical
studies and the development targeted
chemotherapy are needed to gain control of the disease.
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