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ABSTRACT

The inflammatory myofibroblastic tumor is a rare tumor described in the literature as a type of inflammatory pseudotumor. It
mainly has a pulmonary location but can appear at endobronchial or mediastinal sites on rarely. While it is a benign tumor, it
can sometimes be unpredictable due to its invasive characteristic as well as its resurgence after complete excision.

We report the case of a patient presenting hemoptysis. The bronchoscopy revealed a bud in the left upper lobe bronchus, and
the biopsy pointed to a myofibroblastic tumor. In one month, interval, the bud extended to the left main bronchus, hence the
indication of a left pneumonectomy, performed by posterolateral thoracotomy. The study of the operative specimen
confirmed the biopsy diagnosis. The particularity of our case is the endobronchial presentation and the fast evolution of this
inflammatory myofibroblastic tumor, which requires a pneumonectomy.
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INTRODUCTION

Inflammatory my fibroblastic tumors constitute only less
than 1% of pulmonary tumors. It is a neoplasia and not a
reaction lesion. Former appointments of those tumors
have been abandoned such as inflammatory pseudo-
tumors, plasma cell granuloma or histiocytomas [1]. The
preoperative diagnosis is difficult to establish and the
anatomopathological examination of the operative

specimen is of major interest [2]. Through this : .

observation, emphasis has been placed on the end bronchi Figure 1: -A: Chest-x-ray showing an obliquely oriented,

allocation, and the fast and unpredictable evolution of on-homogenous linear opacity -B: chest-x-ray showing an
such tumor unilateral white lung with remarkable tracheal deviation.

CASE REPORT

F.B. is 30 years old patient with a history of stage |
Hodgkin’s lymphoma classified as a nodular sclerosing
type. It was treated by chemo radiotherapy in 2018 and
he was declared cured. A passive smoker, the patient has
been suffering for 7 months of hemoptysis, dyspnea stage
Il of the New York Heart Association (NHYA) and
episodes of repeated respiratory infections, without chest
pain nor deterioration of his health. Chest radiography

Figure 2: - A: Computed tomography revealed an

has uncovered a linear apical left opacity (Figurel-A). endobronchial mass obstructing the left upper bronchus; -B:
Furthermore, a chest CT has shown a tumor at the level Left lung atelectasis

of left upper lobe bronchus with atelectasis of the left
upper lobe (Figure 2 -A).
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The bronchoscopy points to a bud obstructing the orifice
of the left upper lobe bronchus. Biopsy examination has
shown the proliferation of a fusocellular tumor in the
bronchial mucosa. The result of the
immunohistochemical study is compatible with
inflammatory myofibroblastic tumor.

The evolution of the patient’s state during clinical stay
was marked by an acute respiratory distress reported as a
hypoxemic viral pneumopathy. A month later, chest
radiography showed an unilateral white lung (Figurel-B),
a second bronchoscopy was performed, showing a bud
completely obstructing the left main bronchus. A second
computed tomography was performed preoperatively. It
revealed the extension of the tumor to the left main
bronchus, and the total atelectasis of the left lung
(Figure2-B).

The preoperative assessment included a functional
exploration with an FEV1 equal to 54%. The patient
could not bear the maximal oxygen consumption testing
whereas the result of the Stair-Climb test was
satisfactory. The echo cardiography and the biological
assessment showed no abnormality other than the
reactive protein-c, which was at 7.93mg/l, hence the
decision for left pneumonectomy (Figure 3).

Figure 3: Left pneumonectomy, a bud (white arrow) in the left
main bronchus with extra-luminal component

Postoperative recoveries  were simple, the
histopathological study of the operative specimen showed
an inflammatory my fibroblastic tumor with a
proliferation index Ki67 estimated at 10%. The bronchial
cut was intact. At the most recent follow -up (12 months
after operation), the patient presented good clinical
condition and there was no evidence of recurrence in the
chest CT scan.

DISCUSSION

Inflammatory myofibroblastic tumors are rare as they
represent only less than 0.7% of lung tumors. They can
occur in many anatomical sites with a locally aggressive
or multifocal tendency [1,3].

Other extrathoracic localizations have been described
either as synchronous or metachronous [3].

Myofibroblastic tumors are more common at age under
16 and the majority of cases reported are forage under 40
years old [1]. Although most of the cases described in the
literature are male, male predilection is not confirmed [5].
These tumors have had several nominations:
inflammatory pseudotumor, plasma cell

Granuloma and fibrous histiocytoma [3]. Currently, these
tumors are classified as borderline tumors; they are
composed of a proliferation of spindle cells like
myofibroblasts and fibroblasts, with inflammatory
infiltrate composed of plasma cells, lymphocytes and
eosinophils [3,5].

Their etiopathogenesis is not yet explained, for some
authors it is a tissue reaction caused by a local
aggression, particularly in the context of trauma, surgery
or infection. For other authors, it is a chromosomal
abnormality at the 23 pair of chromosomes inducing
changes at the level of the ALK which favors a neoplasia
origin [6]. Half of the inflammatory myofibroblastic
tumors host rearrangements in the anaplastic lymphoma
kinase (ALK) genes [5].

The clinical symptoms found are: cough, chest pain,
dyspnea, hemoptysis and sometimes fever. Some cases
can take asymptomatic forms. These tumors may come
with an increase of the reactive c-protein [7]. The
radiological aspects are variable: single or multiple
parenchymal opacity, atelectasis in the bronchial
localizations and cavitation. The calcifications are
frequent in the child cases [8]. The tomography by
positron emission shows fixation to FDG [1].

It is difficult to distinguish the myofibroblastic
inflammatory tumors from the malignant

tumors at the base of biopsy only, surgical resection
makes it possible to establish the correct diagnosis [7]. In
this case, the diagnosis was achieved through
bronchoscopy. The differential diagnosis will depend on
the radio-clinical presentation of the case. The differential
diagnosis includes lung cancer, chondroma and
pulmonary granuloma. Also, endobronchial lesions can
simulate carcinoid tumors [3].

There are few published series in the literature about end
obronchial inflammatory

Myofibroblastic tumor, the last was in 2011 aboutll
patients [9]. Surgery is the most effective treatment; there
section must be complete in order to avoid tumor
recurrences [1]. Surgical excision is the only therapeutic
attitude due to ineffectiveness of medical treatment based
on  corticosteroids,  immunosuppressives  agents,
radiotherapy and chemotherapy [10].

However, certain chemotherapeutic agents such as
paclitaxel and carboplatin may have their place in the
context of an unresectable tumor or after local
resurgence. ALK inhibitor has been used in cases where
ALK results have been positive [11].

Chemotherapy (vincristine, methotrexate) and radiation
are reserved for patients who had incomplete resection,
metastatic locations and also for those who had a high
intraoperative mortality [12, 9].

Surgical resection is the main treatment for inflammatory
myofibroblastic tumors. In this case the fast growth and
the extension of the bud in the left main bronchus
requires a pneumonectomy. A favorable prognosis
depends on the seize and the complete surgical resection
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of the tumor. The 3-year survival rate is 82% and the 5-
years survival rate is around 74%[13].

CONCLUSION

Inflammatory myofibroblastic tumors constitute only less
than 1% of pulmonary tumors; their endobronchial
location is very rare. Preoperative diagnosis is difficult
and early surgery remains the best treatment for this
benign but extensive entity
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