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Resumo

Sequestro broncopulmonar (SBP), também denomi-
nado sequestro pulmonar, define-se como uma mal-
formacdo congénita do tracto respiratério inferior,
consistindo numa por¢ao de tecido pulmonar que nao
esta em normal comunica¢do com a arvore traqueo-
bronquica e que recebe suprimento sanguineo arterial
através da circulacio sistémica.

Pode classificar-se em sequestro intralobar (SIL) e se-
questro extralobar (SEL), dependendo da sua relacio
com o restante parénquima pulmonar. O SIL ¢ a for-

Abstract

Bronchopulmonary sequestration (BPS) is a rare mal-
formation of the lower respiratory tract. It consists
of a non-functioning mass of lung tissue that lacks
normal communication with the tracheobronchial
tree and that receives arterial blood supply from the
systemic circulation. It is classified as intralobar (ILS)
or extralobar (ELS) according to its location within
or outside the normal lung. Most sequestrations are
intralobar (75%) and occur predominantely in the
left lower lobe.
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ma mais comum, correspondendo a cerca de 75% dos
sequestros pulmonares.

Os autores descrevem uma série de 8 casos, com diag-
néstico anatomopatolégico compativel com SBP apos
cirurgia, no periodo entre 1994 e 2005. A lobectomia
foi o procedimento predominante. Os resultados apos
tratamento cirurgico foram excelentes, com morbili-
dade minima.

Rev Port Pneumol 2006; XII (5): 489-501

Palavras-chave: Sequestro broncopulmonar, diagnos-
tico, tratamento, cirurgia.

Introducéo

Sequestro broncopulmonar (SBP), também

The authors describe a series of 8 cases of BPS in
the period between 1994 and 2005, with diagnosis
by histologic examination after surgery. Lobecto-
my was the predominant procedure. The results
after surgical treatment were excellent with mini-
mal morbidity.

Rev Port Pneumol 2006; XII (5): 489-501

Key-words: Bronchopulmonary sequestration, diag-
nosis, treatment, surgery.

Introduction
Bronchopulmonary sequestration (BPS) —

As anomalias denominado sequestro pulmonat, define-se  also known as pulmonary sequestration —

congénitas do tracto .omo uma malformacio congénita do trac-  is a malformation of the lower respiratory

respiratorio inferior to respiratério inferior, consistindo numa  tract. It consists of a non-functioning mass

séo raras porcio de tecido pulmonar que ndo estd em  of lung tissue that is not connected to the
normal comunicagdao com a arvore traqueo-  tracheobronchial tree and that receives ar-
bronquica e que recebe irrigagdao sanguinea  terial blood supply from the systemic cir-
arterial através da circulacio sistémica'?. culation'?,
As anomalias congénitas do tracto respira- Anomalies of the lower respiratory tract
torio inferior sdo raras. O SBP parece cor- are rare, with BPS making up between
responder de 0,15 a 6,4% de todas as mal-  0.15 and 6.4% of all pulmonary malfor-
formagoes pulmonares™. mations??,
Pode classificar-se em sequestro intralobar ~ BPSs are classified as intralobar (ILS) or ex-
(SIL) e sequestro extralobar (SEL), depen-  tralobar (HLS) sequestration depending on
dendo da sua relagdo com o restante parén-  whether their location is within or outside
quima pulmonat'?. the pulmonary parenchyma'”.
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No SIL, a lesdo esta inserida no parénquima
pulmonar normal e nao tem pleura visceral
propria. F a forma mais comum, correspon-
dendo a 75 a 90% dos sequestros pulmona-
res’. Afecta igualmente individuos do sexo
feminino e masculino'. Surge frequente-
mente na adolescéncia com sinais e sinto-
mas de infeccio recorrente®>®.

No SEL, a lesao esta separada do parénqui-
ma pulmonar normal e tem pleura visceral
propria. E mais comum no periodo fetal e
neonatal e afecta predominantemente indivi-
4. E diagnosticado
habitualmente na infancia, com compromisso
257

duos do sexo masculino

respiratério, sem evidéncia de infecgao
A base embrioldgica para o desenvolvimento
de SBP, tal como outras malformacoes con-
génitas do tracto respiratério inferior, ainda
nio é clara’, particularmente no que respeita
a origem do SIL. Pensa-se que esta lesdo
possa ser adquirida e ndo congénita®, hipo-
tese reforcada pela idade de apresentacio.
O SBP ¢ caracterizado pela sua localizagio,
relagdo com o pulmio e outras estruturas,
vascularizacio e associacio com outras ano-
malias.

Classicamente, o tratamento do SBP é ciruir-
gico.

A complicagdo mais frequente do SBP ¢ a
infecc¢ao, constituindo muitas vezes a forma
de apresentacido da doenga. Podem surgir
outras complica¢des, como insuficiéncia car-
diaca’ e hemorragia'’.

O prognostico ¢ geralmente muito bom, so-
bretudo na auséncia de outras anomalias

congénitas significativas®»'"'2.

Objectivo
Analise retrospectiva dos casos de SBP diag-

nosticados no servico de cirurgia toracica no
petiodo de 1994 a 2005.
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ILS lesions develop within the lung paren-
chyma and do not have their own visceral
pleura. This is the most common form,
making up 75-90% of pulmonary seques-
trations®. It affects both the male and fe-
male gender alike'. It occurs frequently in
adolescence with signs and symptoms of
recurrent infection®>°,

ELS lesions are located outside the lung and
have their own pleural sac. These occur fre-
quently in the foetal and neo-natal period and
predominantly affect the male gendet*. They
are usually diagnosed in childhood with res-
piratory compromise and no evidence of
infection®”.

The embryological basis for the develop-
ment of BPS is, as is the case for other con-
genital malformations of the lower respi-
ratory tract, not yet cleat?, particularly the
origins of 1LS. It is thought that this lesion
may be acquired and not congenital®. This
hypothesis is strengthened by the age at
which it presents.

BPS is characterised by its location, rela-
tionship with the lung and other structures,
vascularisation and associated with other
anomalies.

Treatment of BPS has always been surgery.
The most common complication of BPS is
infection, and this is very often the way the
disease presents itself. Other complications
such as catrdiac insufficiency’ and haemor-
thage'” may occut.

The prognosis is generally very good, pat-
ticularly in the absence of other significant

congenital anomalies®'"'2,

Aim

A retrospective analysis of BPS cases diag-
nosed at the Thoracic Surgery Unit between
1994 and 2005.

PNEUMOLOG

cym g [N T

O tratamento do SBF
é cirdrgico

O progndstico é
geralmente muito
bom

I A 491

Vol XIl N.°5 Setembro/Outubro 2006



| NN T T ] &

492

REVISTA

cm g NN T

SEQUESTRO BRONCOPULMONAR = EXPERIENCIA DE 12 ANOS
Julieta Vieira, Ana Rego, Ana Oliveira, Daniela S& Ferreira, Anténia Furtado, Anténio Couceiro, José Antdnio Miranda, Francisco Leal, Luis Vouga

Material e métodos

Foram revistos os relatérios anatomopato-
légicos das cirurgias efectuadas no periodo
de 1994 a 2005 e seleccionados os casos com
diagnéstico compativel com sequestro pul-
monat, tendo-se recolhido 8 casos.

Foram revistos os processos clinicos e radio-
légicos dos 8 doentes e procedeu-se a reco-
lha de dados.

Foram analisados distribuicao por idade e
sexo, quadro clinico, exames auxiliares de
diagnostico realizados, indicagdo para cirur-
gia, tipo de cirurgia, resultado anatomopa-
tolégico e evolucao. Analisou-se ainda a lo-
calizagdo, conexoes, suprimento vascular e
anomalias associadas ao SBP.

Resultados

Foram analisados 8 casos com diagnéstico
anatomopatolégico compativel com SBP.
Notou-se um predominio do sexo masculi-
no (75%). A idade média foi de 34,25 anos,
variando entre os 4 e os 59 anos.

Todos os doentes tiveram histéria de sinto-
matologia respiratoria.

Todos os doentes realizaram telerradiogra-
fia do torax.

Foi realizada broncofibroscopia (BFC) em 5
doentes, tendo sido encontradas alteracoes
macroscopicas em 3, num dos quais sugetindo
fortemente patologia neoplasica. Os exames
microbiolégicos e citolégicos foram negativos.
Nio foi realizada tomografia computorizada
(TC) toracica em apenas 1 doente. As altera-
¢oes radioldgicas mais encontradas foram as
formacoes nodulares cavitadas e as opacidades.
Destaca-se a presenca de hérnia diafragmatica
como forma de apresentacao. A TC sugeriu o
diagnéstico de sequestro broncopulmonar em
2 casos, tendo sido feita confirmagio por angi-
ografia antes da cirurgia (Quadro I).

Methods

The pathology reports of operations pet-
formed between 1994 and 2005 were re-ex-
amined. Cases whose diagnosis was compa-
tible with pulmonary sequestration were
selected, and 8 cases were chosen.

The clinical files and radiology films of these
8 patients were studied and their data extract-
ed.

The distribution according to age, gender,
clinical picture, auxiliary diagnostic exams,
suitability for surgery, type of surgery, his-
tology result and evolution was analysed. In
addition, the location, connections, vascular
restriction and BPS associated anomalies
were also analysed.

Results

8 cases with a pathology diagnosis compati-
ble with BPS were analysed.

The male gender was seen to predominate
(75%). The mean age was 34.25 years old,
varying from 4 to 59 years old.

All the patients had a history of respiratory
symptoms.

All the patients underwent chest teleradio-
graphy.

5 patients had a bronchofibroscopy (BFC)
and macroscopic alterations were found in 3
of these 5, with one strongly suggesting a
cancerous pathology. Microbiology and cy-
tology exams were negative.

Thoracic computer tomography (CT) was
not carried out in only one of the patients.
The radiological alterations most common-
ly found were nodular and cavitary growths
and opacities. Diaphragmatic hernia as a
form of presentation stood out. CT led to
the diagnosis of bronchopulmonary seques-
tration in 2 cases with confirmation via angio-
graphy before surgery (Table I).
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Quadro | — Caracterizacao dos doentes, apresentacao clinica e estudo realizado

Doente Idade Sexo Quadro clinico Exames auxiliares diagnéstico
1 26 F Hemoptises Rx, TC, BFC
2 38 F Hemoptises Rx, TC, BFC
3 34 M Hemotérax massico Rx, BFC
4 23 M Pneumonias repeticéo Rx, TC, BFC
5 59 M Hemoptises Rx, TC, BFC, angiografia
6 4 M Tosse e dispneia Rx, TC
7 44 M Tosse e dor toracica Rx, TC
8 46 M Tosse e sintomas gerais Rx, TC, angiografia

F — feminino; M — masculino; Rx - telerradiografia; TC — Tomografia computorizada; BFC- broncofibroscopia.

Table | - Patient characterisations, clinical presentation and study performed

Patient Age Gender Clinical picture Auxiliary diagnostic exams
1 26 F Haemoptysis Xr, CT BFC
2 38 F Haemoptysis Xr, CT, BFC
3 34 M Dense haemothorax Xr, BFC
4 23 M Recurring pneumonias Xr, CT, BFC
5 59 M Haemoptysis Xr, CT, BFC, angiography
6 4 M Cough and dyspnoea Xr, CT
7 44 M Cough and chest pain Xr, CT
8 46 M Cough and general symptoms Xr, CT, angiography

F - female; M — male; Xr — teleradiography; CT — computerised tomography; BFC — bronchofibroscopy.

Das indicagbes para cirurgia destacam-se a
suspeita de malformacao adenomatéide quis-
tica (1 caso), toracotomia exploradora por
hemotérax recidivante (1 caso), hemoptises
de etiologia a esclarecer (3 casos), correcgio
de hérnia diafragmatica (1 caso), suspeita de
malformacio adenomatéide quistica/seques-
tro broncopulmonar (1 caso) ¢ exérese de
sequestro broncopulmonar (1 caso).

O tratamento cirurgico consistiu em lobec-
tomia (4 casos), segmentectomia (2 casos),
correccao de hérnia diafragmatica (1 caso),
exérese de sequestro broncopulmonar (1

Reasons for surgery were suspected cystic
adenomatoid malformation (1 case), thora-
cotomy due to recurring haemothorax (1
case), haemoptysis of unknown origin (3
cases), correction of diaphragmatic hernia
(1 case), suspected cystic adenomatoid mal-
formation / bronchopulmonary sequestra-
tion (1 case) and bronchopulmonary seques-
tration removal (1 case).

Surgical treatment consisted of lobectomy
(4 cases), segmentectomy (2 cases), correc-
tion of diaphragmatic hernia (1 case), and
bronchopulmonary sequestration removal (1

cym g [N T
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caso). Foram visualizadas as artérias andéma-
las em 4 dos doentes, todas ramos directos
da aorta (Quadro II).

O diagnéstico anatomopatolégico foi com-
pativel com sequestro broncopulmonar em
todos os casos. Houve predominancia da for-
ma intralobar (75%), com localizagdo pre-
dominante no LIE (87,5%).

Em 2 casos houve associacdo com outras
malformac¢oes (Quadro III).

Quadro Il - Tratamento efectuado e evolugao

case). Arterial anomalies were visualised in 4
of the patients, all in the direct branch of
the aorta (Table II)

The pathological diagnosis was compatible
with bronchopulmonary sequestration in all
the cases. Intralobar sequestration predomi-
nated (75%), with the majority of lesions
located in the left lower lobe (87.5%).
There was association with other malforma-
tions in 2 cases. (Table I1I)

Doente Indicagao para cirurgia Tipo de cirurgia Evolugdo
1 Hemoptises, lesdo cavitada Lobectomia Favoravel
2 Hemoptises, suspeita de bronquiectasias Lobectomia Favoravel
3 Toracotomia exploradora por hemotérax Ressecgéo de bolha gigante Favoravel
recidivante sangrante no S10.
4 Suspeita de malformagao adenomatoide Lobectomia Favoravel
quistica/sequestro
5 Hemoptises, suspeita de neoplasia Lobectomia Favoravel
pulmonar
6 Suspeita de malformagao adenomatoide Lobectomia Favoravel
quistica Atelectasia
7 Hérnia diafragmatica Correcgao de hérnia e Favoravel
exérese de segmento
aberrante
8 Sequestro pulmonar Segmentectomia Favoravel
Table Il - Treatment carried out and development
Patient Reason for surgery Type of surgery Evolution
1 Haemoptysis, cavitary lesion Lobectomy Favourable
2 Haemoptysis, suspected bronchiectasis Lobectomy Favourable
3 Thoracotomy due to recurring haemothorax Resection of large bleeding Favourable
section on the S10.
4 Suspected cystic adenomatoid Lobectomy Favourable
malformation/sequestration
5 Haemoptysis, suspected pulmonary Lobectomy Favourable
neoplasy
6 Suspected cystic adenomatoid malformation ~ Lobectomy Favourable
Atelectasis
7 Diaphragmatic hernia Correction of hernia and Favourable
removal of aberrant segment
8 Pulmonary sequestration Segmentectomy Favourable
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Quadro Il - Caracterizagéo do SBP

Doente Tipo de sequestro Localizagdo Anomalias associadas

1 Intralobar LIE -

2 Intralobar LIE -

3 Extralobar LIE -

4 Intralobar LIE Malformagéo adenomatdide quistica
5 Intralobar LID -

6 Intralobar LIE -

7 Extralobar LIE Hérnia diafragmaética

8 Intralobar LIE -

LIE - lobo inferior esquerdo; LID — lobo inferior direito

Table Il - Characterisation of BPS

Patient  Type of sequestration Location Associated anomalies

1 Intralobar LLL -

2 Intralobar LLL -

3 Extralobar LLL -

4 Intralobar LLL Cystic adenomatoid malformation
5 Intralobar RLL -

6 Intralobar LLL -

7 Extralobar LLL Diaphragmatic hernia

8 Intralobar LLL -

LLL - left lower lobe; RLL — right lower lobe

Discussdo

O SBP define-se como uma malformacio
congénita do tracto respiratério inferior'.
O SIL afecta igualmente individuos do sexo
feminino e masculino e ¢ diagnosticado fre-
quentemente na adolescéncia. O SEL afecta
predominantemente individuos do sexo mas-
culino e ¢ diagnosticado habitualmente na
infancia*>>*. Nesta série houve um predomi-
nio do sexo masculino (75%), quer nos ca-
sos de SIL, quer nos de SEL, mas sobretudo
neste ultimo. A idade média foi de 34,25 anos.
O SIL localiza-se no segmento basal postetior
do lobo inferior esquerdo em cerca de 60% dos
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Discussion

BPS is defined as a congenital malformation
of the lower respiratory tract'

ILS affects males and females equally and
is usually diagnosed in adolescence. ELS
mainly affects males and are mainly diag-
nosed in childhood**¢. There was a predo-
minance of the male gender in our series
of cases (75%) for both ILS and ELS, but
it predominated more for ELS. Average age
was 34.25 years.

ILS is located in the back segment of the
left lower lobe in around 60% of cases.
The upper lobes are rarely affected. There is

PNEUMOLOGIA
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O SBP define-se
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casos. Os lobos supetiores raramente sio afec-
tados. Habitualmente nao tem conexao com a
arvore traqueobronquica’. O SIL ¢ suptido pot
circulagdo artetial sistémica anémala, derivada
quase sempre da aorta ou de um dos seus ra-
mos. A artéria que nutre o SIL ¢é geralmente de
largo calibre. A drenagem venosa ¢é feita por
veias pulmonares, embora possa drenar para a
veia cava infetior ou sistema 4zigo .

O SEL localiza-se geralmente no hemitdrax es-
querdo, embora possa apresentar-se como uma
massa subdiafragmatica ou retropetitoneal. O
suprimento arterial vem geralmente da aorta,
sendo habitualmente um vaso pequeno com
baixo fluxo'. A drenagem é feita para a veia cava
infetior, auticula direita ou sistema 4zigo 7.
Nesta série, houve predominio da forma in-
tralobar (75%), com localiza¢ao predominan-
te no LIE (87,5%).

Pode haver associacio com outras anomalias
congénitas, sendo mais frequentes no SEL’.
As anomalias que podem surgir sdo hérnia
diafragmadtica congénita, anomalias verte-
brais, doenca cardiaca congénita, hipoplasia
pulmonar e malformacio adenomatéide con-
génita®. Na série apresentada houve associa-
¢ao com outras malformacdes em 2 casos,
nomeadamente hérnia diafragmatica e mal-
formacio adenomatoide quistica.
Aapresenta¢io clinica depende do tipo, tamanho
e localizacio da lesdo. Muitos casos sao identifi-
cados por exame ecografico pré-natal, de rotina.
O SIL apresenta-se geralmente na adolescén-
cia e idade adulta, com infecgGes respiratorias
de repeti¢io, com febre e tosse'?. Pode ainda
apresentar-se com hemoptises’. Pode também
ser um achado na telerradiografia do térax.
O SEL aparece geralmente mais cedo do que o
SIL, no recém-nascido ou na infancia, mas a ida-
de de apresentacao é variavel, podendo surgir
naidade adulta"*. Cursa com dificuldade respira-
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usually no connection with the tracheobron-
chial tree’. ILS is supplied by the anomalous
systemic arterial supply always derived from
the aorta or one of its branches. The artery
that nurtures the ILS is usually of large cali-
bre. Venous drainage is achieved through
the pulmonary veins, although it can drain
into the inferior vena cava or azygous ve-
nous system™>’.

ELS is generally located in the haemotho-
rax, although it can present as a subdiaphrag-
matic or retroperitoneal mass. Arterial sup-
ply comes mostly from the aorta, usually
from a small vessel with low flow'. Drainage
is made into the inferior vena cava, right au-
ricular or azygous venous system®”.

The intralobar form predominated in the
series we studied (75%), with predominant
location in the left lower lobe (87.5%).
Association with other congenital anomalies
is more frequent in ELS’. The anomalies
in question are congenital diaphragmatic
hernia, vertebral anomalies, congenital heart
disease, lung hypoplasia and congenital ade-
nomatoid malformation®. In our series there
were associations with other malformations
in 2 cases: diaphragmatic hernia and cystic
adenomatoid malformation.

The clinical presentation depends on the
type, size and location of the lesion. Many
cases are identified by routine pre-natal ultra
sound examination.

ILS usually presents in adolescence and adult-
hood with recurring respiratory infections
with fever and cough'. It could present with
haemoptysis®. It could also be discovered by
chest teleradiography.

ELS usually appears eatlier than ILS, in new-
borns or in childhood, but the age at which
it present varies and it could present in adult-
hood"*. It is charactetised by breathing dif-
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totia, sendo as infecgdes respiratodrias de repeti-
G0 uma aptesentacio menos comum?>". Mui-
tas vezes, os doentes apresentam-se assintoma-
ticos e alesdo é detectada no decorrer da evolugio
de uma anomalia associada, o que aconteceu em
1 dos doentes, que foi submetido a cirurgia para
correcgao de hérnia diafragmatica.

Na série apresentada todos os doentes tiveram
histéria de sintomatologia respiratéria, com
especial destaque para hemoptises, dispneia e
tosse seca. Foi registado um caso em que a for-
ma de apresentacdo foi hemotérax macico.

O diagnodstico de SBP pode ser sugerido por
estudo imagiolégico e o diagnéstico defini-
tivo ¢é anatomopatoldgico.

A telerradiografia do térax pode revelar uma
massa densa, uniforme, na cavidade toracica,
ou parénquima pulmonar ou areas quisticas,
niveis hidroaéreos'. Geralmente ocorrem
nos lobos inferiores (Fig. 1).

A ultra-sonografia pode mostrar uma massa
bem definida ou irregular®, podendo apare-
cer com conteudo cistico. O estudo por Do-
ppler pode ser 1til para a identificacio da ar-
téria sistémica anémala e a drenagem venosa’.
A TC, especialmente a TC helicoidal, pode
demonstrar caractetisticas anormais do pa-
rénquima e identificar o suprimento sangui-
neo do sequestro’?, podendo substituir a an-
giografia (Fig. 2).

A angiografia pré-operatéria confirma o diag-
néstico e demonstra com precisdo a origem
do suptimento vascular® (Fig. 3).

Nesta série, todos os doentes realizaram te-
lerradiografia do torax, 5 realizaram BFC, 7
fizeram TC axial toracica ¢ 2 realizaram an-
giografia.

O diagnéstico diferencial de SBP inclui outras
lesGes quisticas: malformacio adenomatdide
quistica congénita, outras lesGes ocupando es-
paco, quisto broncogénico, hérnia diafragma-
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ficulty with recurring respiratory infections
being a less common presentation™”. Pa-
tients are very often asymptomatic and the
lesion is detected as an associated anomaly
develops. This was the case in 1 of our pa-
tients. This patient underwent surgery to
correct a diaphragmatic hernia.

All the patients in our series had a history of
respiratory symptomolgy. There was a pre-
valence of haemoptysis, dyspnoea and dry
cough. In one of the cases, the presentation
was dense haemothorax.

A diagnosis of BPS can be suggested by
imaging techniques and a definite diagnosis
made by pathology.

Chest teleradiography can reveal a dense
uniform mass in the thoracic cavity or pul-
monary parenchyma, or the cystic areas, or
the liquid levels'. They generally occur in
the lower lobes (Fig. 1).

Ultrasound can show a well defined or ir-
regular mass, and it could have cystic con-
tent. Doppler tests can be useful for identi-
fying an anomalous systemic circulation and
venous drainage’.

CT, particularly helicoidal CT, can show ab-
normal characteristics of the parenchyma
and identify the sequestration’s restricted
blood supply', thus taking the place of an-
giography (Fig. 2).

Pre-operative angiography confirms the diag-
nosis and shows the precise location of the
vascular constriction * (Fig. 3).

The patients in our series underwent chest
teleradiography, with 5 patients having BFC,
7 axial chest CT and 2 angiography.

The differential diagnosis of BPS includes
other cystic lesions; congenital cystic adeno-
matoid malformation, other lesions occupy-
ing space; bronchogenic cyst, congenital
diaphragmatic hernia, congenital lobular em-
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Fig. 1 - A telerradiografia do térax mostra ima-
gem de hipotransparéncia no terco inferior do

hemitérax direito
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FACS

Figs. 2.1 e 2.2 - ATC toracica mostra opacidade de contornos lobulados e de aspecto ramificado
na base do campo pulmonar esquerdo, com aparentes conexdes a artéria aorta e a uma veia

pulmonar.

Fig. 1 - Chest teleradiography showing an image
of hypotransparency in the lower third of the right

hemithorax

O tratamento
depende da
sintomatologia,
nomeadamente da
presenca ou néo de
compromisso
respiratdrio e
infeccbes recorrentes
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tica congénita e enfisema lobar congénito, tu-
mores mediastinicos, teratoma e neuroblasto-
ma*. Destaca-se o facto de, nesta sétie, apenas
num doente haver o diagnostico pré-operaté-
tio de SBP. Nos restantes 7 doentes, o diag-
néstico definitivo foi anatomopatolégico apds
cirurgia, a qual estava indicada por suspeita de
malformacio adenomatéide quistica (2 casos),
hemotérax recidivante (1 caso), hemoptises de
etiologia a esclarecer (3 casos) e correccao de
hérnia diafragmatica (1 caso). Ao exame ana-
tomopatologico, o SBP apresenta-se como
massa quistica ou solida que contém consti-
tuintes normais do pulmao, mas auséncia de
estrutura broénquica com ou sem comunicagao
com o tecido pulmonar vizinho® (Fig. 4).

O tratamento depende da sintomatologia,
nomeadamente da presenca ou nao de com-
promisso respiratorio e infecgdes recorrentes.
Nos doentes sintomaticos, o tratamento € a
resseccdo cirargica curativa e estd associada
a uma morbilidade muito baixa'®. Doentes
com compromisso respiratorio requerem

PORTUGUESA DE

Figs. 2.1 and 2.2 — Chest TC shows opacities of the lobular contours and bronchi at the base of the
left pulmonary field, with apparent connections to the aortic artery and a pulmonary vein.

physema and mediastinal tumours; teratoma
and neuroblastoma *. What stood out in our
series was that there was only patient with
a pre-operatory diagnosis of BPS. Definite
diagnosis was made in the remaining 7
patients via pathology after surgery, which
was carried out due to suspected cystic ade-
nomatoid malformation (2 cases), recurring
haemothorax (1 case), haemoptysis of un-
known actiology (3 cases) and correction
of diaphragmatic hernia (1 case). BPS
presents in the path exam as a cystic or solid
mass containing normal lung matter but
lacking in bronchial structure with or with-
out connection to the neighbouring lung tis-
sue® (Fig. 4).

Treatment depends on symptomology, in
particular if there is respiratory compromise
and recurrent infections or not.

Treatment for symptomatic patients is sut-
gical resection. This cures and is associated
with very low rates of morbidity". Patients
who have respiratory compromise require
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intervencao cirurgica imediata. Doentes com
infecgdes recorrentes podem ser submetidos
a cirurgia electivamente.

Nos doentes assintomaticos, o tratamento citit-
gico ¢ controverso. A resseccao electiva é reco-
mendada nos SIL para prevenir infecgoes’. O
tratamento cirdrgico nao estd indicado nos SEL
que sao achados radiologicos, a menos que haja
desenvolvimento de sintomas. Deve ser feita
monitotizacio com TC de 10 em 10 anos'".
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Figs. 3.1 e 3.2 — A arteriografia pulmonar e a aortogra-
fia toracica mostram defeito de perfusao na dependén-
cia de ramos da artéria lobar inferior esquerda, com
topografia correspondente ao segmento postero-basal
do lobo inferior do mesmo lado; verifica-se, na aor-
tografia tordcica, que a vascularizagdo arterial deste
segmento provém de ramo directo da aorta toracica,
efectuando-se a drenagem venosa através de veias
pulmonares.

Figs. 3.1 and 3.2 - Pulmonary and chest aortography
show perfusion defect in the dependency of the bronchi
of the left lower lobe artery, with topography corres-
ponding to the posterobasal segment of the lower lobe
of the same side. It can be seen in the chest aortography
that the arterial vascularisation of this segment comes
from the right bronchi of the chest aorta with venous
drainage through the pulmonary vein.

immediate surgery. Patients with recurring
infections can undergo elective surgery.
Surgery is a controversial choice of treatment
for asymptomatic patients. Elective resection
is recommended in ILS cases to prevent in-
fections®. Surgery is not recommended for
ELS detected by radiography, or only if there
are developed symptoms. The situation
should be monitored via CT scans every 10
years'!.
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Figs. 4.1 e 4.2 - As imagens de anatomia patoldgica mostram sequestro quistico onde se visualizam todos os consti-
tuintes normais do pulmao.

Figs. 4.1 and 4.2 — Pathology images show cystic sequestration where all the normal constituents of the lung can be seen.

A lobectomia e segmentectomia sao os proce-
dimentos cirtrgicos mais utilizados, sobretudo
o ptimeiro'. A ressecgiio do SEL é mais simples,
uma vez que alesao tem um revestimento pleural
préprio’. Nesta série, o unico doente com diag-
nostico pré-operatorio de SBP apresentava-se
sintomatico e, portanto, com indicacio para trata-
mento cirargico. A lobectomia, a semelhanga de
outras séries, foi o tipo de cirurgia predominante.
A evolugio ap6s a cirurgia foi favoravel em
todos os doentes, o que vem reforcar a indi-
cagdo da cirurgia no tratamento do SBP.

Concluséo

Esta analise retrospectiva tem como objecti-
vo alertar para a dificuldade diagnéstica des-
ta patologia, a qual, devido a sua raridade, é
muitas vezes diagnosticada na vida adulta no
decorrer do estudo de outras anomalias ou
ainda na tentativa de confirmar outros hipé-
teses de diagnostico. O diagnodstico precoce
¢ fundamental para a prevencio de infecgdes
respiratorias de repeticio e compromisso
funcional respiratério. O tratamento pela
resseccdo cirdrgica tem Optimos resultados.

PORTUGUESA DE

Lobectomy and segmentectomy are the
most common surgical procedures, parti-
culatly lobectomy'?. Resection of the ELS
is easier in that the lesion has its own pleu-
ral sac’. The only patient in our series who
had a pre-operative diagnosis of BPS was
symptomatic and as such a suitable candi-
date for surgery. In our series, as in others,
lobectomy was the most common form of
surgery.

The post-surgery picture was favourable in
all patients, which reinforces the effective-
ness of surgery in BPS treatment.

Conclusion

This retrospective analysis aims to highlight
the difficulty in diagnosing this pathology.
As itis rare, it is often misdiagnosed in adults
as it crops up during investigation of other
anomalies or in the attempt to confirm oth-
er possible diagnoses. Early diagnosis is vital
to prevent recurring respiratory infections
and functional respiratory compromise. Sut-
gical resection is a treatment which has great
results.
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