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INTRODUCTION 
 

Mounier–Kuhn syndrome (MKS) or 

Tracheobronchomegaly is a rare congenital disease 

characterized by abnormal dilation of the trachea and 

main bronchi due to atrophy or absence of their elastic 

fibers and smooth muscles. The airway is flaccid and 

markedly dilated during inspiration and collapsed during 

expiration.
[1, 2]

 Because of the loss of inherent tracheal 

wall support, diverticula develop, commonly in 

posterior part.
[3, 4]

 Patients frequently have mucus 

retention secondary to weakened airways and multiple  

diverticuli  forming  pockets  of  mucus  that  lead  to  

inefficient cough, further impeding mucociliary 

clearance.
[5]

 These compromised airway protective 

mechanisms, often result in recurrent pneumonias, 

bronchiectasis and fibrosis. 
[4, 6]

 

 

CASE REPORT 
 

A 46-year-old farmer was presented to the radiology 

department for evaluation of recurrent pneumonia with 

productive cough shortness of breath, dyspnea and 

wheezing. His condition started since he was 10 years 

old with recurrent attacks of lower respiratory tract 

infection with productive cough, wheezes and fever,  his 

symptoms  completely  recover  after  management,  and  

the patient  becomes  asymptomatic between the 

attacks. On the last 5 years, respiratory tract infections 

became more frequent and more aggressive with fever, 

productive cough, shortness of breath and expectoration 

of mucoid, purulent, foul smelling sputum, sometimes 

it becomes bloody streaked. Patient was frequently 

hospitalized, sputum for AAFB was negative but still 

he received antituberculous treatment without 

improvement. 

 

On physical examination he was unwell, febrile 38.5°C, 

respiratory system examination revealed tachypnea with 

RR 28 Bpm, decreased breath sound with bilateral 

lower lobe crackles. Laboratory investigations revealed 

leukocytosis (21.500X10
9

/l), ESR (22 mm/hr.). Sputum 

was negative for AAFB, but was positive for 

Haemophilus influenzae and Pseudomonas aeruginosa. 

 

Chest X-ray showed dilated trachea and main bronchi 

with bilateral diffuse interstitial lung markings, nodular 

shadows band bronchiectasis (Figure 1). 
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ABSTRACT 
 

Mounier–Kuhn syndrome is a rare respiratory tract condition characterized by abnormal dilatation of the 

trachea and main bronchi, it may present with symptoms similar to Asthma or Chronic obstructive pulmonary 

disease (COPD), so it is important for the primary health care practitioner to keep in mind this syndrome when 

evaluating patients with symptoms similar to Asthma or Chronic obstructive pulmonary disease (COPD) specially 

when the patient does not respond to treatment of these diseases, because early diagnosis and management of 

Mounier–Kuhn syndrome may lead to good outcome and will prevent complications of this disease. This is a 

case report of a 46-year-old farmer was presented to the radiology department for evaluation of long history of 

recurrent attacks of lower respiratory tract infections associated with shortness  of breath, dyspnea, wheezing and 

productive cough; Mounier– Kuhn syndrome was confirmed by Chest X-ray CT scan and Bronchoscopy. 
 

KEYWORDS: Mounier–Kuhn syndrome Tracheobronchomegaly Chronic obstructive pulmonary disease 

(COPD) Asthma. 
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Figure 1: AP Chest X-ray showing dilated trachea and main bronchi with bilateral diffuse interstitial lung 

markings, nodular shadows band bronchiectasis. 

 

Computed  tomography (CT)  scan  revealed increased  

diameter of trachea  and  main  bronchi  with transversal 

diameters of the trachea of 4.8 cm, while right and left 

main bronchi had diameter of 2.9 cm and  2.8 cm 

respectively,  with  ground glass opacification and 

multiple  bilateral nodules and cystic bronchiectatic 

changes noted bilaterally (Figures 2). 

 

 

 

 

 

 

 

 

 

 

 

 

 

Figure 2: CT scan showing increased diameter of trachea and main bronchi with transversal diameters of the 

trachea of 4.8 cm, while right and left main bronchi had diameter of 2.9 cm and 2.8 cm respectively, with 

ground glass opacification and multiple bilateral nodules and cystic bronchiectatic changes noted bilaterally. 

 

A Flexible bronchoscopy was performed and revealed 

markedly enlarged airways with thick mucus and few 

ulcerations on the anterior bronchial wall, whitish 

cartilaginous nodules were noted on the anterior wall of 

the proximal portion of the trachea (Figure 3). 

 

 
Figure 3: Flexible bronchoscopy showing markedly enlarged airways with thick mucus and few ulcerations on 

the anterior bronchial wall, whitish cartilaginous nodules were noted on the anterior wall of the proximal 

portion of the trachea. 
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DISCUSSION 
 

Mounier-Kuhn syndrome is a rare congenital 

abnormality of the trachea and main bronchi of 

uncertain etiology. Its main characteristic feature is 

complete absence or atrophy of elastic fibers and 

smooth muscle tissues of the trachea and main 

bronchi, which allows the trachea and the main 

bronchi to become dilated on inspiration and narrowed 

or collapsed on expiration.  Tracheobronchomegaly 

was observed  at  first at an autopsy done by Czyhlarz in 

1897,
[5]

 but only in 1932 Mounier- Kuhn, 

bronchoscopist,  described the endoscopic and 

radiographic  appearance of the enlargement of airway 

with recurrent respiratory infections.
[7]

 Less than 100 

cases have been reported until 2002 in the World 

literature
[8]

, despite an expected incidence of 1% of 

tracheobronchomegaly cited in a previous retrospective 

study.
[3]

 The etiology remains uncertain, a congenital 

connective tissue weakness, in combination with 

inhalation of irritants like cigarette smoke and air 

pollution, are discussed as possible factors in the 

development of this syndrome.
[2] 

A familial form has 

been described with a possible recessive inheritance.
[9]

 

Acquired forms have been reported as mechanical 

ventilation complication in premature infants, and 

pulmonary fibrosis in adults.
[10,11] 

Secondary 

tracheobronchomegaly was also described in 

association with Ehlers-Danlos  Syndrome; Marfan 

Syndrome, Kenny-Caffey Syndrome, Brachmann-de-

Lange Syndrome, connective tissue diseases, ataxia 

telangiectasia, Bruton-type agammaglobulinemia, 

ankylosing spondylitis, cutis laxa, and light chain 

deposition disease 
[12,13]

, despite  the  fact that most of 

the cases appear sporadically. It has also been described 

with other anomalies of the tracheobronchial tree, as 

lower trachea duplication, tracheal trifurcation and right 

upper-lobe hypoplasia.
[1]

 

 

The diagnosis is reached by an image examination. 

Standard chest radiographs often do not demonstrate all 

the extent of the disease, but the dilatation of the 

trachea and bronchi; irregularly corrugated or 

scalloped appearance of the air columns can be 

showed.
[14]

 In evaluation of patients with 

tracheobronchomegaly HRCT scan is the examination 

of choice. On CT scan, the diagnosis is made when 

the transverse diameter of trachea measures greater than 

3.0 cm and that of right and left main bronchi exceeds 

2.4 cm and 2.3 cm respectively.
[15]

 The transverse 

diameter of trachea in our case is 4.8 cm, right and left 

main bronchi had diameter of 2.9 cm and 2.8 cm 

respectively. There are few data about the use of the 

magnetic resonance image (MRI) at the diagnosis of the 

tracheobronchomegaly, but the HRTC may probably be 

superior concerning lung tissue and bronchiolar tree 

evaluation.
[16]

 The bronchoscopy can also offer a 

dynamic view of the airway, and possibility of the 

collect bronchoalveolar fluids and biopsy in selected 

cases, but its routinely  use is unnecessary.
[1]

 

Management and treatment of patients affected by 

Mounier-Kuhn syndrome are difficult.
[17] 

 

The basic standard in management of patients with 

tracheobronchomegaly is postural drainage to clear out 

secretions, antibiotic therapy for infectious 

exacerbations and bronchodilators may be used during 

exacerbations. Surgery is rarely done due to diffuse 

nature of disease with tracheal stenting being useful in 

advanced cases with reports of tracheobronchial 

endoprothesis being used with some success.
[18-19]

 

 

CONCLUSION 
 

Despite it is rare, Mounier-Kuhn Syndrome can be 

misdiagnosed in patients with recurrent respiratory 

tract infections. CT scan must always be considered 

when evaluating patients with symptoms similar to 

Asthma or Chronic obstructive pulmonary disease 

(COPD) specially when the patient does not respond to  

treatment  of  these  diseases,  to  rule  out  

Tracheobronchomegaly,   because  early  diagnosis  and 

management of Mounier–Kuhn syndrome may lead to 

good outcome and will prevent complications of this 

disease. 
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