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Case Reports in Archivos de Bronconeumologia:
The Journal’s Butterfly Collection
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The Case Reports section of Archivos de Bronconeumologia
attempts to bring together unusual cases representing a
substantial contribution to our understanding of the
pathophysiology or other clinical and biological characteristics
of a disease. During 2007, 17 cases were published in this section.
They dealt with such diverse topics as lung cancer surgery,
interventional radiology, and idiopathic interstitial diseases.
The objective of this review is to call attention to the main
contributions of these cases by summarizing their main
observations.
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La coleccién de mariposas de Archivos
de Bronconeumologia

“Notas clinicas” es una seccion de Archivos de Bronconeu-
mologia en la que se pretende reunir “casos clinicos de ex-
cepcional observacion que supongan una aportaciéon impor-
tante en la clinica, fisiopatologia o biologia del proceso”.
Durante el afio 2007 se publicaron en dicha seccién 17 casos
que abarcaban aspectos tan diferentes como la cirugia del
cancer de pulmén, la radiologia intervencionista o las enfer-
medades intersticiales idiopaticas. El objetivo de este articu-
lo es resaltar y resumir las principales observaciones deriva-
das de estos casos clinicos.

Palabras clave: Revision. Caso clinico. Enfermedades pulmonares.

Angel Face put his hand on her forehead.

“Every cure is a miracle,” he thought as he touched
her.

“If only I could draw the illness out of her with the
warmth of my hand!”

Introduction

The considerable progress made in biomedical research
in the last century has changed our perception of diseases.
As we have come to understand their pathophysiological
mechanisms, we have developed more effective ways to
combat diseases and many can now be totally or partially
cured.

As a result, most inhabitants of Western societies have
gradually abandoned the attitude expressed by the character
in the above quotation: in the modern era cure is not
considered miraculous, but rather scientific.
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However, routine clinical practice presents us with
occurrences that neither the experts nor their books can
really explain. This does not mean that we are seeing
multiple daily miracles: it merely shows how little we still
know in many fields and alerts us to the need to continue
to extend our knowledge.

Such apparent miracles are collected in the Case Reports
section of Archivos de Bronconeumologia. A noteworthy
characteristic of each report is that it presents events that
are in some way exceptional. We might say they are like
those butterflies with long wings and unique colors that
have fascinated us since childhood. The purpose of this
review is to create a “butterfly collection” with which to
review briefly each of the clinical events reported in the
journal in 2007, with the final objective of calling attention
to those disease processes that still challenge our
understanding.

Cancer

Lung Transplantation: Bronchogenic Carcinoma
in the Native Lung

A good example of such a challenge that remains is
suggested by the case reported by Pefialver et al? in the
February issue. The presence of bronchogenic carcinoma
in the native lung of a transplant recipient is uncommon.
In the series reviewed, it was found in only 2 of the 286
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cases. This raises a number of unresolved questions,
primarily regarding treatment. As the authors well point
out in their discussion section, the low incidence of this
finding has prevented the development of guidelines. Our
present knowledge can only be expanded through new
cases.

The authors also emphasize the need to reduce the
incidence of this type of complication in view of the scarcity
of lung donors. However, the role of new technologies,
particularly that of positron emission tomography (PET),
in pretransplantation studies has not been clearly defined.

Bazex Syndrome

The association between acral hyperkeratosis and
malignancy was first described by Bazex and colleagues®
in 1965, and since then over 130 cases have been reported.
Bazex syndrome (paraneoplastic acrokeratosis) is
characterized by the presence of scaly erythematous
psoriasis-like lesions accompanied by hyperkeratosic
lesions affecting mainly the ears (79%), nails (75%), nose
(63%), fingers (61%), hands (57%), and feet (50%).* In
more than half the cases its presence is associated with
tumors located in the digestive or upper respiratory tract.
Most importantly, in as many as two thirds of the patients,
the skin lesions preceded the diagnosis of malignant disease.

The case reported by Rio Ramirez et al’ reminds us that
Bazex syndrome is rarely associated with lung tumors,
but also shows the importance of taking an exhaustive
medical history in patients at high risk for developing lung
cancer (those with chronic obstructive pulmonary disease,
pulmonary fibrosis, etc), as they may present paraneoplastic
syndromes secondary to the undiagnosed tumor.

Thoracic Surgery

Pneumonectomy by Pulmonary Metastasis With
the Use of Extracorporeal Circulation

Sales et al® open the debate regarding the current
indication for pneumonectomy in the surgical treatment
of pulmonary metastases. While indications have been
established, doubts arise in the course of preoperative
evaluation concerning proper surgical approach, acceptable
surgical risk, and postoperative quality of life. The authors
describe 2 cases in which it was necessary to resort to
extracorporeal circulation for the complete excision of
metastasis. The success of the operation and the absence
of complications at follow-up show that the indications
for this procedure are broader than those currently accepted.
For this reason, the authors argue that in selected groups
of patients the use of cardiopulmonary bypass should be
evaluated as an option in order to allow extended
pneumonectomy to be performed.

Selective Lobar Blockade Using an Arndt
Endobronchial Blocker in 2 Patients With Compromised
Lung Function Who Underwent Lung Resection

The Fogarty catheter was first used to produce
endobronchial blockade of a single lung in 1981.7 Later

Arndt perfected this anesthetic technique for one-lung
anesthesia by developing the endobronchial blocker that
bears his name.® Guided by a fiberoptic bronchoscope,
it makes possible the selective positioning of an inflatable
balloon in the bronchial tree through an endobronchial
tube, limiting the unventilated area to the area in which
surgery is to be performed. In this way, the technique
increases alveolar ventilation during mechanical
ventilation compared to the conventional system. This
could make surgery possible in cases of reduced vital
capacity. Espi et al have shown in 2 cases that the
technique can be useful and safe. According to their
experience, selective lobar blockade with an
endobronchial blocker may constitute an alternative to
classic one-lung ventilation in patients with compromised
lung function.

Diffuse Lung Disease

Accelerated Phase of Idiopathic Pulmonary Fibrosis

In the few years that have elapsed since the turn of the
century, intense effort has been dedicated to reaching a
consensus on a correct definition of idiopathic interstitial
lung diseases in terms of their clinical, radiologic, and
pathologic characteristics. The effort was considered
worthwhile on the assumption that accurate classification
would lead to progress in the study of the various
pathophysiologic processes involved. For too long,
processes with different characteristics have been lumped
together under the same label, and as a result have been
confounded.

The accelerated phase of pulmonary fibrosis has recently
benefitted from a similar effort and Collard et al'® have
established some simple diagnostic criteria for it. As a
result of this effort, it will be possible to standardize
diagnosis and focus research efforts on a single
pathophysiologic process that, as Altube et al'! point out,
has a mortality rate of more than 80% and about which
there is still too much uncertainty.

Early Pleuropulmonary Toxicity Associated
With Cabergoline, an Antiparkinsonian Drug

For several years, drugs derived from ergoline (methysergide,
bromocriptine, ergotamine, dihydroergotamine, cabergoline,
and lisuride) have been associated with pleuropulmonary
abnormalities.!? It has been suggested that ergoline drugs
have a profibrotic effect, although the reason for this
toxicity has not been established. It may be due to a
common metabolite, to the drugs’ serotoninergic activity,
or to their structure. These drugs have been associated
with the development of pleural effusion.

The first case of pleuropulmonary toxicity secondary
to cabergoline treatment was reported in 1991.13 Since
then, several similar cases have come to light. One was
described by Villavicencio et al' this year. As the authors
rightly point out in their discussion, cabergoline should
be considered a potential causal factor of respiratory
disease. However, despite the well-established association
between ergoline drugs and pleuropulmonary disease,
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diagnosis is often delayed due to low clinical suspicion,
even among physicians who frequently prescribe such
drugs.

Polymyositis and Interstitial Lung Disease
With Favorable Response to Corticosteroids
and Methotrexate

Connective tissue diseases should always be
considered in the differential diagnosis of diffuse lung
disease. While their clinical, radiologic, and laboratory
characteristics have been characterized, particularly
for the most prevalent of them such as erythematous
lupus or scleroderma, treatment regimens are more
varied. Immunosuppressants should be considered first-
line drugs in the treatment of interstitial lung disease
secondary to connective tissue diseases. However, there
have been no randomized controlled trials that show
which of them is the best therapeutic option.!?
Physicians therefore generally make their decisions
based on their previous experience in the management
of the disease and with the side effects of the various
drugs, particularly methotrexate, azathioprine, and
cyclophosphamide.

Idiopathic Bronchiolocentric Interstitial Pneumonia:
A New Idiopathic Interstitial Pneumonia

Idiopathic bronchiolocentric interstitial pneumonia is
characterized by the presence of a histologic pattern that
is the result of a centrilobular inflammatory process, small
airway fibrosis, and absence of granulomas.'® Such findings
have been reported predominantly in middle-aged women
with no history of inhalation of the antigens implicated in
hypersensitivity pneumonitis. The prognosis is extremely
poor due to poor response to immunosuppressive therapy.
It is not yet clear whether this histologic pattern corresponds
to a separate entity (with its own clinical, radiologic, and
histologic characteristics), or to a more aggressive variant
of hypersensitivity pneumonitis. This is a challenge for
future research.

Vascular Disease

Occlusion of a Pulmonary Arteriovenous Fistula
With an Amplatzer Vascular Plug

Over the past 15 years, interventional radiology has
progressed considerably. In respiratory medicine, it is
therefore now considered to be the treatment of choice for
various clinical conditions. The endovascular treatment
of arteriovenous fistulas is an example, thanks to its success
rate and low incidence of complications. It has been shown,
however, that the success of the technique may depend on
the material used. Baldi et al'” have proposed the use
of an Amplatzer vascular plug, which has specific
characteristics that lower the risk of migration. Furthermore,
complete occlusion is possible with the use of a single
device, thus lowering costs and reducing the time required.
In short, this device may increase the success of the
procedure.
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Pulmonary Embolism Caused by Elemental Mercury

The first conclusion that can be drawn from the case
reported by Lorenzo et al'® is that suicide attempts with
elemental mercury are uncommon, but do occur. The
second is that these are usually difficult to diagnose. The
clinical picture varies according to the location and number
of embolisms in pulmonary circulation. Cases may be
asymptomatic or may involve pleuritic chest pain, dyspnea,
and dry cough. The radiographic finding is characteristic,
consisting of metallic densities (emboli). Treatment consists
of administering heavy metal chelating agents, the best of
which is dimercaprol. Although symptoms may reappear,
the cases reported in the literature suggest that the prognosis
is good.

Sleep Disorders

Severe Obstructive Sleep Apnea Syndrome in a Toddler

Sleep apnea-hypopnea syndrome is not a disorder limited
to adults. It can also occur in children, in whom it is most
frequently characterized by the presence of obstructive
hypoventilation, usually caused by anatomic obstruction
of the upper airway mainly due to adenotonsillar
hypertrophy. Adenectomy or tonsillectomy is considered
the treatment of choice in such cases.

Le6n et al' reported the case of a 3-year-old child in
whom obstructive apneas and hypopneas were the main
finding of polysomnography. The severity of the case was
apparent from the unusual fact that the patient needed
3 adenectomies before improvement was noted. Three
months after the last operation, the patient showed
significant relief, although residual apneas and hypopneas
persisted. Traditionally, it has been thought that surgery
solved the problem, but a recent study showed a
considerable rate of recurrence of sleep-disordered
breathing a year after surgery.? Patients should therefore
be monitored periodically after the operation.

Treatment of Central Sleep Apnea Syndrome of
Multifactorial Origin by Home Ventilatory Support

Llombart et al*! used their discussion of a case of central
sleep apnea syndrome to give a thorough account of its
possible causes: chronic kidney failure, heart failure, and
cerebrovascular disease. While it is an uncommon disorder,
central sleep apnea syndrome should be considered in the
differential diagnosis when patients presenting drowsiness
have any of the above-mentioned diseases. Furthermore,
the authors suggest that the various therapeutic options
available, including home respiratory support, be evaluated
on an individual basis.

Miscellaneous
Prolonged Therapeutic Response to Voriconazole
in a Case of Allergic Bronchopulmonary Aspergillosis

Bandrés and Muiioz?? describe the case of a patient with
allergic bronchopulmonary aspergillosis (ABPA) who had
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a favorable response to voriconazole. On the basis of this
case, the authors pose a really intriguing question: are the
new triazole drugs useful in the treatment of ABPA?
A Cochrane review published in 2000 concluded that there
was as yet insufficient information to justify the use of
azole antifungal agents as a standard treatment of ABPA,*
but since that time, no studies proving the contrary have
been published. As Bandrés and Mufioz argue, there is a
need for randomized trials to determine whether
voriconazole can be used safely and effectively in the
treatment of ABPA.

Balloon Dilatation of the Trachea as Treatment
Sor Idiopathic Laryngotracheal Stenosis

Idiopathic laryngotracheal stenosis is an uncommon
condition that generally occurs in middle-aged women.
The classic therapeutic option is surgery performed using
the technique described by Grillo et al.>* In their article
published in this journal, however, Jordd and coworkers?
discuss whether this is the best option in all cases. As the
authors point out, the results of the various studies published
to date lead us to believe that the natural history of the
disease, and thus its prognosis as well, remains unknown.
Their experience with the use of a less invasive treatment,
in this case balloon dilatation guided by fiberoptic
bronchoscopy, has shown that it is possible to obtain
considerable disease-free periods in a wide range of
patients. For this reason, they argue that this treatment
should be considered a first option in the initial management
of idiopathic laryngotracheal stenosis.

Intrathoracic Gossypiboma Interpreted as
Bronchogenic Carcinoma. Another False Positive
With PET

Intrathoracic gossypiboma is an inflammatory reaction
to textile foreign bodies left in the thoracic cavity. Garcia
et al* showed that it can display positive uptake on a PET
scan.

The introduction of PET in cancer studies has led to
improvement in the staging process. However, as it has
become more a part of routine practice, there has been an
increasing awareness that results should always be
interpreted within their context. Recent studies have shown
that various parenchymal lesions, such as benign tumors
or infections, can appear as false positives in PET, while
there may also be false negatives when tumors with low
uptake, such as bronchioalveolar carcinoma, are involved.
We are thus reminded of the importance of obtaining
histologic material during the process of diagnosing
pulmonary parenchymal lesions, regardless of the
radiographic image.?’

Pulmonary Sclerosing Hemangioma in a Patient
With Cowden Syndrome

Pulmonary sclerosing hemangioma, first described in
1956,% is an uncommon benign tumor. It was at first
believed to be of vascular origin, but the histogenesis of
the tumor is currently thought to be linked to type 2

pneumocytes. Middle-aged female smokers of Asian origin
are particularly affected, and it is usually discovered by
chance. Chest computed tomography (CT) scans show a
well-defined mass with uptake of the contrast medium.
Treatment is surgical.

Cowden syndrome is characterized by the presence of
benign hamartomas, mainly colonic polyps. It is caused
by mutations at 10q23 in the PTEN gene.

The case reported by Guerra-Gutiérrez et al® has the
peculiarity of being the first one described in which
pulmonary sclerosing hemangioma was associated with
Cowden syndrome (colonic polyposis). The authors claim
that this association had not been previously studied due
to the low prevalence of both diseases.

Lung Calcifications Associated With Chronic Kidney
Failure

The prevalence of lung calcification is low. Although
an idiopathic form (pulmonary alveolar microlithiasis)
does exist, it is generally secondary to other diseases.
Treatment consists of modifying the course of the primary
disease. Symptoms are nonspecific and insidious. Lung
function tests show a restrictive defect with a reduction
in carbon monoxide diffusing capacity. The chest x-ray
may show a reticular nodular pattern, although, as in the
case reported by Puy et al, * the image may sometimes
be normal. This point is very important because, as the
authors point out, in a patient with respiratory symptoms
and a predisposing underlying disease, pulmonary
calcifications should be ruled out by chest CT even if the
chest x-ray is normal.
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