
Submit Manuscript | http://medcraveonline.com

Introduction
Diffuse idiopathic pulmonary neuroendocrine cells hyperplasia 

(diffuse idiopathic pulmonary neuroendocrine cell hyperplasia: 
DIPNECH) is a rare pulmonary lesion described and named since 
1992.1 It is characterized by a proliferation of neuroendocrine cells 
in the bronchial mucosa not exceeding the basal membrane. It may 
be associated with typical carcinoid tumors.2 The WHO classification 
of pulmonary tumors classifies it among pre-neoplastic lung lesions, 
with an increased risk of carcinoid tumors.2 We report here a case of 
a patient with pulmonary neuroendocrine hyperplasia, poorly known 
because of its low prevalence and non-specific presentation.

Case report
A 51-year-old woman, clinically asymptomatic who hospitalized 

following the discovery by a systematic radiography of a nodule of 
the right apical lobe. The clinical examination was normal. A thoracic 
computed tomography (CT) scans was performed which confirmed 
the presence of a small nodule of 12x16mm (Figure 1). Bronchic 
fibroscopy showed a diffuse inflammatory of the bronchial tree 
without a tumoral bud. A scannoguided biopsy was performed. The 
microscopic study revealed a pulmonary parenchyma whose bronchial 
cells are replaced by neuroendocrine cells carrying appareance of 
diffuse idiopathic hyperplasia of the neuroendocrine cells (Figure 2), 
associated with a tumor proliferation made of small nests (Figure 3) of 
cells with a eosinophilic cytoplasm, and a homogeneous nuclei with a 
molted chromatin, without mitoses (Figure 4). The stroma is vascular 
endocrinoid. The immunohistochemical complement showed a 
positivity of the tumor cells described to synaptophysin (Figure 5) and 
to chromogranin (Figure 6). The final diagnosis is diffuse idiopathic 
pulmonary neuroendocrine cells hyperplasia (DIPNECH), associated 
with a typical carcinoid tumor. The patient was benefecied of resection 
of this nodule. Three years after the operation, the patient is still alive 
and no tumor recurrence has been detected so far.

Figure 1 Thoracic CT scan showing the presence of an apical lobe nodule of 
the right lung (arrow).

Figure 2 Pulmonary parenchyma whose bronchial cells are replaced by 
neuroendocrine cells carrying out aspects of diffuse idiopathic hyperplasia of 
neuroendocrine cells (HEx200).
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Abstract

Introduction: Diffuse idiopathic pulmonary neuroendocrine cells hyperplasia 
(DIPNECH) is an extremely rare lesion of the lung, less than 400 cases are reported in 
the literature since its discovery in 1992.

Observation: 51-year-old Patient hospitalized after the fortuitous discovery of 
a small nodule of the lobe apical right. The surgical pathologic examination of the 
scannoguided biopsy found a lung parenchyme the bronchial cells of which are 
replaced by neuroendocrine hyperplasiques making cells posing the diagnosis of a 
Diffuse idiopathic pulmonary neuroendocrine cell hyperplasia with a tumor typical 
carcinoïde. The patient benefited a surgical resection of the nodule. The contrôle by a 
thoracic computed tomography scans don’t objectivited a parenchymal recurrence, or 
appearance of other nodule.

Conclusion: The current data of this disease concerning its diagnosis, treatment 
and prognosis are still little known. Several studies will be necessary to clear up the 
various persistent points about this pathology.
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Figure 3 Neuroendocrine tumor proliferation made of small nests (HEx100).

Figure 4 Tumor cells have an eosinophilic cytoplasm, and have homogeneous 
nuclei, without mitoses (HEx200).

Figure 5 Positivity of tumor cells to synaptophysin (x200).

Figure 6 Positivity of tumor cells to chromogranin (x200).

Discussion
Diffuse idiopathic pulmonary neuroendocrine cells hyperplasia 

(DIPNECH) is an extremely rare pulmonary lesion, fewer than 
400 cases have been reported in the literature since its discovery in 
1992. 80% of the cases described are observed in Europe and North 
America. About 10% in Africa and 10% in Asia and South America.2,3 
The low prevalence of DIPNECH allows it to be studied only in case 
report or in small series.3,4 This pulmonary disease is characterized 
by a proliferation of pulmonary neuroendocrine cells disseminated in 
the bronchial wall, in contact with the basal membrane of bronchiolar 
epithelium, and by the frequent but inconstant association of 
neuroendocrine tumors.4 DIPNECH observed, according to the cases 
reported in the literature, in the great majority of women (sex ratio to 
8/1) and preferentially non-smokers, unlike our patient, with a median 
age near 50 Years.4,5 The pathophysiology of this preneoplastic lesion 
is unknown until now.

Clinical symptomatology is not specific. There seem to be as many 
symptomatic patients with nonspecific signs of chronic obstructive 
pulmonary disease as in asymptomatic patients as in our patient. The 
functional respiratory profile of these patients is mainly found in an 
obstructive ventilatory disorder, generally moderate, which may be 
related to neuroendocrine infiltration of the bronches and bronchioles.6 
The discovery of this pathology is often the result of an incidental 
radiological examination or a number of cases in the context of the 
monitoring of anterior cancer treated. The CT scan typically reveals 
the presence of single or multiple nodules. Bronchial dilation and 
thickening of the bronchial wall may be associated. The CT scan may 
still be normal.7,8

DIPNECH is not generally exceeding 1cm to 1.5cm in 
size. Microscopically, it is characterized by a proliferation of 
neuroendocrine cells which replaces the bronchial epithelium in the 
form of small nests. These cells have an eosinophilic cytoplasm, 
homogeneous nuclei, nucleolated, a chromatin with the appearance 
of “pepper and salt”, without cytonular atypia, or mitotic figures. 
These cells are positive for neuroendocrine markers: synaptophysin 
and chromogranin. The association with typical carcinoid tumors 
is inconstant.6‒8 The therapeutic management of this entity remains 
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difficult to codify. Bronchial semeiology could be improved by 
corticosteroid therapy. The main problem is the attitude to be adopted 
with regard to multiple pulmonary nodular lesions. The reference 
treatment, currently proposed, associate a pulmonary resection or 
lobectomy with mediastinal lymph node dissection. An isotopic 
treatment may be considered, but the small size of the lesions can lead 
to absence of fixation by the octreoscan scintigraphy.8,9

The progression is slow with a rather favorable prognosis and 
a 5-year survival of 91%.9 Clinical, computed tomography and 
endoscopic monitoring therefore seems acceptable, aiming at 
detecting a recurrence requiring a large surgical excision. Slow 
progress probably permits annual monitoring, which should be 
extended indefinitely.

Conclusion
We report a case of DIPNECH, a well defined entity with an 

atypical clinical and paraclinic presentation. Only the pathological 
examination allows a diagnosis of certainty. The classical microscopic 
aspect is a diffuse proliferation of neuroendocrine cells within the 
bronchiolar epithelium. Slow progression allows extended clinical, 
computed tomography and endoscopic monitoring. Surgical excision 
is the reference treatment.
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