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Mounier-Kuhn syndrome: a rare and often overlooked cause 
of bronchial dilation and recurrent respiratory tract infections

Síndrome de Mounier-Kuhn: uma causa rara e muitas vezes negligenciada 
de dilatação brônquica e de infecções recorrentes do trato respiratório

Shailendra Kapoor

To the Editor: 

I read with great interest the recent article 
by García et al.(1) It should be noted that one 
rare, often overlooked and underrecognized, 
cause of respiratory tract infections and bronchial 
dilation is Mounier-Kuhn syndrome (MKS). 
The primary feature of MKS, also known as 
“tracheobronchopathia malacia”, is congenital 
tracheal dilation accompanied by dilation of the 
main bronchi.(2) The dilation occurs secondary to 
muscular layer degeneration of the trachea and 
bronchi. Tracheal dilations as large as 36 mm 
have been reported in MKS. The syndrome most 
often affects adults between 30 and 40 years of 
age, predominantly males.(3) It is rarely diagnosed 
in pediatric patients and usually accompanies 
disorders such as cutis laxa. There are numerous 
presentations of MKS. For instance, Randak et al. 
recently reported the case of a patient with MKS 
who developed concurrent tracheal diverticula.(4)

Patients with MKS typically develop recurrent 
lower respiratory tract infections. Such patients 
can also develop rare forms of bacterial infections. 
For instance, Arroyo-Cózar et al. recently described 
the case of a 75-year-old male with MKS who 
developed a respiratory infection with Alcaligenes 
xylosoxidans.(5) Recurrent bronchiectasis and 
pneumonia are frequently seen. Patients might 
also present with intermittent dyspnea. Cough-
induced syncope is often seen. Hemoptysis is 
rare but has been reported. Pulmonary fibrosis 
can further complicate the course of the disease, 
as can emphysema. Rapid progression of the 
disease can result in respiratory failure. Although 
recently reported by Dincer et al.,(6) vocal cord 
paralysis is rarely seen in MKS patients.

Imaging with CT goes a long way toward 
confirming the diagnosis of MKS.(7) Such imaging, 
especially HRCT scans, typically reveal widening 
of the trachea and main bronchi. When the 
tracheal diameter exceeds 30 mm, a formal 
diagnosis of MKS can be made.(8) Other diagnostic 

criteria include a right main bronchus diameter 
greater than 24 mm or a left main bronchus 
diameter greater than 23 mm. The widening 
is accompanied by marked bronchiectasis.(3,6) 
A few patients develop pneumothorax. Some 
patients initially present with a pneumothorax 
that reveals the underlying MKS. For instance, 
in a recent report of the case of a 54-year-old 
patient presenting with left-sided pneumothorax, 
further evaluation revealed the underlying cause 
to be MKS.(9) Significantly dilated airways are 
typically seen on bronchoscopic evaluation. 
The results of pulmonary function tests can be 
normal or abnormal. 

The management of MKS primarily involves 
the institution of supportive measures. Antibiotics 
need to be started immediately in patients with 
respiratory tract infections.(5) Chest physiotherapy 
is advised in most patients. Laser therapy is 
another emerging alternative. Dutau et al. recently 
reported the successful management of a patient 
with MKS by the use of yttrium-aluminum-garnet 
laser endoscopically.(10) Collapse of the tracheal 
airway might necessitate endobronchial stenting. 
Odell et al. recently reported considerable success 
with such stenting.(11) Another surgical procedure 
that can be considered in patients with severe 
forms of MKS is tracheobronchoplasty.

It is obvious that MKS is a rare yet significant 
cause of respiratory tract infections. It should 
be included in the differential diagnosis of 
patients with lower respiratory tract infections 
and concurrent tracheal dilation on imaging.
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el artículo de las diferencias tomográficas y 
funcionales entre la EPOC severa relacionada 
con humo de leña y con cigarrillo, es importante 
aclarar que hay diferencias significativas en el 
compromiso de la vía aérea entre los pacientes 
con este síndrome y la EPOC por humo de 
leña. Aunque las dilataciones y engrosamiento 
bronquial son frecuentes en la EPOC por 
exposición a humo de leña, no encontramos 
en las imágenes tomográficas dilatación de la 
tráquea y los bronquios principales,(1) que es la 
principal característica del síndrome de Mounier-
Kuhn. Los hallazgos en nuestras pacientes de 
compromiso bronquial y atelectasias, sin daño 
aparente de tráquea o bronquios fuente, están 
de acuerdo a la descripción realizada por Moreira 
et al.(2) en otro artículo del mismo número de la 
revista. Adicionalmente, los pacientes con EPOC 
relacionada con el humo de la leña comparten 
algunas características clínicas con la EPOC por 
tabaquismo e infrecuentemente se presentan 
infecciones bacterianas por gérmenes inusuales. 
Por la presentación de bronquiectasias tanto 
en la EPOC por leña como en el síndrome de 
Mounier-Kuhn, las dos entidades deben tenerse 
en cuenta en el diagnóstico diferencial del adulto 
con enfermedad bronquial crónica.

Mauricio González-García
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Respuesta de los autores:

Luego de leer la interesante descripción del 
síndrome de Mounier-Kuhn, en la cual cita 
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