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CASE REPORT

Late diagnosis of pulmonary agenesis in a 58 years-old woman

Diagnostic tardif d'une agénésie pulmonaire chez une femme de
58 ans
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ABSTRACT

Introduction. Pulmonary agenesis is a rare congenital anomaly associated with a poor prognosis due to the frequent pre-
sence of multiple associated malformations. Asymptomatic cases with delayed diagnosis in adulthood are uncommon.
Case presentation. We report a case of isolated pulmonary agenesis incidentally revealed by the onset of asthma in a 58-
year-old woman with no prior respiratory history. Her medical history included a myomectomy in 2014. She was referred
to the Department of Pulmonology at Sylvanus Olympio University Teaching Hospital for dyspnea associated with a uni-
lateral left “white lung” appearance on chest radiography. The dyspnea had been evolving for four weeks, characterized
by recurrent episodes with progressive worsening. Physical examination revealed tachypnea at 26 breaths per minute,
peripheral oxygen saturation of 94% on room air, asymmetry of the left hemithorax with signs of retraction, and absent
breath sounds. Chest radiography demonstrated a homogeneous water-density opacity occupying the entire left lung field
with mediastinal shift towards the left side. . An abrupt termination of the left pulmonary artery, along with cardiac devia-
tion and rotation, was also noted in Chest-CT scan.

Conclusion. Late-diagnosed pulmonary agenesis is not exceptional and is frequently associated with an obstructive venti-
latory disorder.
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RESUME

Introduction. L’agénésie pulmonaire est une anomalie congénitale rare, associée a un pronostic défavorable en raison de la
présence fréquente de multiples malformations associées. Les formes asymptomatiques avec diagnostic tardif a I’age adul-
te sont peu fréquentes.

Présentation du cas. Nous rapportons un cas d’agénésie pulmonaire isolée, découverte fortuitement & 1'occasion de l'appa-
rition d'un asthme chez une femme de 58 ans sans antécédents respiratoires. Ses antécédents médicaux comprenaient une
myomectomie en 2014. Elle a été adressée au service de pneumologie du Centre Hospitalier Universitaire Sylvanus Olym-
pio pour une dyspnée associée a un aspect de « poumon blanc » unilatéral gauche a la radiographie thoracique.La dyspnée
évoluait depuis quatre semaines, caractérisée par des épisodes récurrents avec une aggravation progressive. L'examen
clinique retrouvait une tachypnée a 26 cycles par minute, une saturation périphérique en oxygéne a 94 % a l'air ambiant,
une asymétrie de '’hémithorax gauche avec des signes de rétraction, ainsi qu'une abolition du murmure vésiculaire. La
radiographie thoracique montrait une opacité homogene de tonalité hydrique occupant tout le champ pulmonaire gauche,
avec une déviation médiastinale vers le coté gauche. Une interruption brutale de I'artere pulmonaire gauche, associée a
une déviation et une rotation cardiaques, était également notée au scanner thoracique.

Conclusion. L'agénésie pulmonaire diagnostiquée tardivement n’est pas exceptionnelle et s’accompagne fréquemment
d’un trouble ventilatoire obstructif.

MOTS CLES: Agénésie pulmonaire; Unilatérale; Asthme; Adulte.
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LATE DIAGNOSIS OF PULMONARY AGENESIS
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INTRODUCTION

Congenital pulmonary malformations are rare condi-
tions that occur early during intra-uterine develop-
ment [1]. Pulmonary agenesis refers to the partial or
complete absence of pulmonary growth [2]. In most
cases, the diagnosis is established at birth or during
childhood; however, asymptomatic forms with de-
layed presentation in adulthood do occur. We report
here a case diagnosed in the Department of Pulmono-
logy at Sylvanus Olympio University Teaching Hospi-
tal in Lomé, Togo.

CASE PRESENTATION

A 58-year-old woman, mother of three children all
born by uncomplicated vaginal delivery, was followed
for arterial hypertension treated with an indapamide/
amlodipine combination. Her medical history in-
cluded a myomectomy in 2014. She was referred to the
Department of Pulmonology at Sylvanus Olympio
University Teaching Hospital for dyspnea associated
with a unilateral left “white lung” appearance on chest
radiography.

The dyspnea had been evolving for four weeks, cha-
racterized by recurrent episodes with progressive wor-
sening. Physical examination revealed tachypnea at 26
breaths per minute, peripheral oxygen saturation of
94% on room air, asymmetry of the left hemithorax
with signs of retraction, and absent breath sounds.
Chest radiography demonstrated a homogeneous wa-
ter-density opacity occupying the entire left lung field
with mediastinal shift towards the left side (Figure 1).
Electrocardiography showed regular sinus tachycardia
at 111 beats per minute.

Lung ultrasound revealed no pleuro-pulmonary line
and no pleural effusion, but cardiac chambers were
visualized. Chest computed tomography demons-
trated complete absence of left pulmonary parenchy-
ma with compensatory hypertrophy of the right lung
(Figure 2).

FIGURE 1: Left unilateral white lung with mediastinal and
tracheal shift.
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FIGURE 2: Chest CT (parenchymal window) showing complete
absence of the left lung parenchyma, compensatory hypertrophy
of the right lung, and anterior herniation.

An abrupt termination of the left pulmonary artery,
along with cardiac deviation and rotation, was also
noted (Figure 3). Flexible bronchoscopy showed that
immediately beyond the trachea, the airway conti-
nued directly into the right main bronchus. Histopa-
thological examination of a biopsy from the bron-
chial spur between the upper and middle lobar bron-
chi, as well as cytological analysis of bronchoalveolar
lavage, revealed no evidence of malignancy or infec-
tion. A diagnosis of pulmonary agenesis was esta-
blished. Spirometry demonstrated a forced vital ca-
pacity (FVC) of 0.94 L (44% predicted), an FEV1/
FVC ratio of 56.4% (82% predicted), and a pre-
bronchodilator forced expiratory volume in one se-
cond (FEV1) of 530 mL (31% predicted). Post-
bronchodilator FEV1, measured 15 minutes after
four puffs of 100 pg salbutamol, increased to 750 mL
(44% predicted). These findings indicated airflow
obstruction with a post-bronchodilator FEV1 impro-
vement of 220 mL (13%), and a probable associated
restrictive ventilatory defect. Cardiac and abdominal
ultrasound examinations did not reveal any asso-
ciated malformations. Treatment with a combination
of formoterol 6 pg and budesonide 200 pg was ini-
tiated.

FIGURE 3: CT images showing the right main bronchus (A and
B), abrupt termination of the left pulmonary artery (C), and
clockwise cardiac deviation and rotation (D).
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DISCUSSION

Pulmonary developmental defects are classified into
three distinct groups [3]. Group I, also called pulmona-
ry agenesis is characterized by the complete absence of
unilateral lung parenchyma, bronchus, and vascula-
ture. In group II, namely pulmonary aplasia, there is a
complete absence of unilateral lung with a rudimenta-
ry blind-ending bronchus. In group IIlI, pulmonary
hypoplasia, there is bronchial hypoplasia with a
variable amount of remaining lung tissue. The case
of our patient corresponds to the characteristics of
Group L.

The exact etiology of pulmonary agenesis remains
unknown, but its pathophysiology is thought to in-
volve interactions among genetic, environmental, and
mechanical factors [4,5]. The condition is often dia-
gnosed early in life, with nearly half of affected indivi-
duals dying within the first five years; however, rare
asymptomatic cases with delayed diagnosis in adul-
thood have been reported [6,7]. The oldest reported
patient was 72 years old [8]. Our patient, aged 58
years, therefore falls into the category of late dia-
gnoses. Her favorable prognosis is consistent with pre
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vious reports in the literature. In our case, the ano-
maly involved the left lung, and no associated mal-
formations of other organs were identified. Indeed,
right-sided pulmonary agenesis, which is more fre-
quently associated with additional malformations,
tends to have a poorer prognosis compared with left-
sided agenesis [9]. The reversible obstructive ventila-
tory defect observed in our patient corroborates the
findings of Kushwaha et al. [1] in India and those of
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absence of associated malformations.
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