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Idiopathic interstitial pneumonias represent a diverse group
of lung diseases with diffuse effects on the lung parenchyma.
In 2002, the American Thoracic Society/European Respiratory
Society consensus classification unified the descriptions of the
different entities encompassed by idiopathic interstitial
pneumonias. Despite this broad consensus there are still some
entities without a clear definition and others, such as idiopathic
bronchiolocentric interstitial pneumonia, that were only later
described. We present the case and outcome of a woman
diagnosed with idiopathic bronchiolocentric interstitial
pneumonia by lung biopsy.
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Neumonia intersticial bronquiolocéntrica
idiopdtica: una nueva neumonia intersticial
idiopética

Las neumonias intersticiales idiopaticas son un grupo he-
terogéneo de enfermedades pulmonares, que comprenden un
grupo de entidades clinicopatolégicas que afectan de forma
difusa al parénquima pulmonar. En el afio 2002 el consenso
entre la American Thoracic Society (ATS) y la European
Respiratory Society (ERS) unificé las caracteristicas de las
diferentes entidades que conforman el grupo de las neumo-
nias intersticiales idiopaticas. A pesar de este amplio consen-
so, continiia habiendo entidades de las que no disponemos de
una definicion clara y otras no incluidas que se describieron
posteriormente, como la neumonia intersticial bronquiolo-
céntrica idiopatica. Se presentan el caso y la evolucién de
una paciente diagnosticada mediante biopsia pulmonar de
neumonia intersticial bronquiolocéntrica idiopatica.
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Introduction

Idiopathic interstitial pneumonias represent a
heterogeneous group of diseases with diffuse effects on
the lung parenchyma, characterized by varying degrees
of inflammation and fibrosis. They are classified as different
diseases that present a number of specific characteristics,
including clinical presentation, radiological pattern,
histologic pattern, response to treatment, and prognosis.

In 2002, a joint statement of the American Thoracic
Society (ATS) and the European Respiratory Society (ERS)
unified the classification of the different diseases
represented by idiopathic interstitial pneumonia by means
of a set of clinical, radiological, and histologic descriptions.!
Despite this broad consensus, there are still some entities
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without a clear definition, such as nonspecific interstitial
pneumonia, and even some interstitial pneumonias that
do not fit any of the described patterns.' Furthermore, there
are other entities that are not included in this consensus
as they were only described later. This is the case of
idiopathic bronchiolocentric interstitial pneumonia.?

We present the case of a 37-year-old woman with
idiopathic interstitial pneumonia diagnosed by video-
assisted thoracoscopy.

Case Description

A 37-year-old woman was admitted to our department with
breathlessness. She was an ex-smoker of 5 pack-years and
presented no other relevant history of disease. The patient
worked as a homemaker and occasionally in agriculture (cherry
trees and almond trees) but was not in contact with insecticides.
She had no relevant family history and was not taking any
regular medication. The patient stated that she had been in
contact with dogs, cats, and pigeons. A month before admission,
she had begun to experience dyspnea that progressed to dyspnea
with minimal effort. The patient presented no other symptoms.
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Figure 1. High-resolution computed tomography scan showing the presence
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Figure 2. Idiopathic bronchiolocentric interstitial pneumonia. Peribronchiolar

of areas of ground-glass opacity with patches of thickening of the inter
septa and irregular areas of focal condensation.

A physical examination revealed the presence of Velcro rales
in the lower third of both lungs. The rest of the examination
was normal. A chest x-ray showed an interstitial pattern
predominately in the lower lung fields, with a peripheral
distribution. Blood tests showed an erythrocyte sedimentation
rate of 37 mm/h. All other parameters were normal, including
arterial blood gasses, angiotensin-converting enzyme, thyroid
hormones, antinuclear antibodies, and rheumatoid factor. The
patient was seronegative for human immunodeficiency virus
and for hepatitis C and B, and precipitins against pigeon antigen
were negative. Lung function tests showed the following results:
forced vital capacity (FVC), 1810 mL (47% of predicted); forced
expiratory volume in the first second (FEV,), 1740 mL;
FEV /FVC, 116% of predicted,; total lung capacity (TLC), 2990
mL (58% of predicted); residual volume (RV), 930 mL; RV/TLC,
97% of predicted; carbon monoxide diffusing capacity, 34% of
predicted; and carbon monoxide diffusing capacity adjusted for
alveolar volume, 70% of predicted. High-resolution computed
tomography (Figure 1) showed areas of ground-glass opacity,
with patches of thickening of the interlobular septa and irregular
areas of focal condensation. Fiberoptic bronchoscopy with
bronchoalveolar lavage was performed in the middle lobe and
transbronchial biopsies were performed through the right B8
segmental bronchus. The bronchoalveolar lavage contained
400 cells/uL. (90% macrophages, 6% lymphocytes, 4%
polymorphonuclear cells, and 0% eosinophils; lymphocyte
subpopulations, 14% CD4 and 79% CDS). Culture for common
microorganisms and Lowenstein culture were negative and
cytology showed no evidence of malignancy. The biopsy revealed
an alteration of the architecture due to fibrosis of varying cell
density and a slight accompanying plasmacytic component. No
fibroblast foci were observed. These findings ruled out the
existence of idiopathic pulmonary fibrosis and it was decided
that treatment be initiated with prednisone at a dosage of
2 mg/kg and a lung biopsy performed by means of video-assisted
thoracoscopy. The biopsied tissue revealed peribronchiolar
metaplasia with mild fibrosis and mononuclear inflammatory
infiltrate, with conserved lung architecture and no granulomas,
fibrosis, alveolar or interstitial inflammation, or foreign bodies
(Figure 2). The final diagnosis was idiopathic bronchiolocentric
interstitial pneumonia.

The patient has been receiving treatment with azathioprine
for a year with no observed change in symptoms, lung function
pattern, or x-ray results.

metaplasia with mild fibrosis and mononuclear inflammatory infiltrate. The
lung architecture is conserved. (Hematoxylin—eosin, x40)

Discussion

Idiopathic interstitial pneumonias are inflammatory
diseases of the lung parenchyma that are differentiated by
the histologic pattern, the distribution of the disease in the
lung, which lobe is primarily affected, the maturity of the
interstitial fibrosis, and the presence of certain characteristic
histologic findings, such as granulomas or the presence
of macrophages in the alveoli. Among the idiopathic
interstitial pneumonias described in the ATS/ERS consensus
statement,' only bronchiolitis associated with interstitial
lung disease has a predominately bronchiolocentric
distribution. Several authors have recently described a new
interstitial pneumonia with predominately bronchiolocentric
involvement and no granulomas.>> Yousem and Dacic?
described the characteristics of 10 patients whose histologic
pattern was characterized by a chronic inflammatory cell
infiltrate of centrilobular and bronchiolocentric origin. In
those patients, the small airways presented a lymphocytic
and plasma cell infiltrate between the peribronchial alveolar
septa and in the alveolar interstitial space, along with
fibrosis and/or peribronchiolar metaplasia. Those authors
found a higher proportion of women in their case series
and radiography revealed an interstitial infiltrate
predominately affecting the lower lung fields. The physical
examinations revealed a restrictive pattern with diffusion
abnormalities. All the patients were treated with
corticosteroids and/or immunosuppressants and prognosis
was poor in most cases. Churg et al® described a series of
12 patients, also predominately women and with a poor
prognosis. The histologic pattern was similar to that
described by Yousem and Dacic? but with more severe
peribronchial fibrosis and greater thickening of the
bronchial muscle. Fukuoka et al* described a histologic
pattern characterized essentially by the presence of
peribronchiolar metaplasia. Several of the patients included
in that series presented rheumatological diseases that may
have been the cause of the lung involvement. The
centrilobular fibrosis described by de Carvalho et al® in
their series of 12 patients was characterized by the presence
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of bronchial necrosis and bronchiolocentric fibrosis. Foreign
bodies were present in 42% of the patients in that series
and the authors indicated that the histologic pattern was
secondary to gastric aspiration. It is possible that the
different histologic patterns described by these authors
correspond to different stages of the same entity. In this
case, the bronchiolar metaplasia described by Fukuoka et
al* would be the mildest stage, followed by the idiopathic
bronchiolocentric pneumonia described by Yousem and
Dacic.? The most severe level of fibrosis would be the
pattern described by Churg et al.? In our patient, the
radiological, functional, and histologic patterns and the
course of the disease were similar to those of the cases of
bronchiolocentric interstitial pneumonia described by
Yousem and Dacic.”

Assessment of idiopathic interstitial pneumonias should
rule out diseases that may be a potential cause of these
patterns of inflammation and pulmonary fibrosis,
particularly, autoimmune diseases, allergic and drug
reactions, and pneumonitis. In our case, in addition to
ruling out the presence of autoimmune diseases, possible
drug side effects were excluded on the basis that the patient
was not undergoing any pharmacological treatment. In the
case of idiopathic bronchiolocentric interstitial pneumonia
the differential diagnosis should particularly include
hypersensitivity pneumonitis and nonspecific interstitial
pneumonia. Our patient was in contact with pigeons but
precipitins against pigeon antigen were negative and the
patient did not improve on avoiding contact. Furthermore,
the histologic study did not reveal the presence of the
granulomas characteristic of hypersensitivity pneumonitis®’
(necessary for diagnosis in the opinion of some authors?®).

Nonspecific interstitial pneumonia is characterized by
good prognosis and response to treatment and the histologic
pattern is characterized by the lack of bronchiolocentric
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involvement.” Our patient did not improve following a
year of treatment and the histologic pattern was
characterized by predominately bronchiolocentric
involvement.

After evaluating the radiological, functional, and
histologic patterns and the course of the disease, we
conclude that our patient presented idiopathic
bronchiolocentric interstitial pneumonia.
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