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Mounier-Kuhn syndrome is a rare syndrome characterized by tracheobronchomegaly resulting from the
loss or atrophy of musculo-elastic fibers within the
trachea and main bronchi wall. This syndrome is
more common in the third or fourth decades of life.
The diagnosis can usually be made by measuring the
diameters of trachea and main bronchi radiologically.
A 52-year-old male patient was referred to our outpatient clinic with chronic productive cough and
recurrent respiratory tract infections. We detected
tracheobronchomegaly, tracheal diverticula, and
bronchiectasis in the chest CT scans. This rare case is
presented due to later onset than expected and very
demonstrative radiological findings.
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Mounier-Kuhn sendromu (MKS) trakea ve ana bronş
duvarındaki muskuloelastik fibrillerin kaybolması veya
atrofisi sonucu oluşan ve trakeobronkomegali ile
karakterize nadir bir sendromdur. Bu sendromun
tanısı daha çok hayatın 3. veya 4. dekatında konulmaktadır. Tanı genellikle trakea ve ana bronşların
çaplarının radyolojik olarak ölçülmesi ile konur. Elli
iki yaşında bir erkek hasta kronik prodüktif öksürük ve
tekrarlayan solunum yolu infeksiyonları nedenleri ile
polikliniğimize sevk edilmiş. Bilgisayarlı tomografi
incelemesinde trakeobronkomegali, trakeal ve bronşiyal divertiküller ve bronşektazik alanlar saptadık. Bu
nadir olguyu beklenenden daha geç başlangıçlı olması ve çok eğitici radyolojik bulgular nedeniyle
sunduk.
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Anatomic abnormalities of the airways and lungs should
also be considered in patients with recurrent respiratory
tract infections. Mounier-Kuhn syndrome is a rare syndrome characterized by abnormal enlargement of the
trachea and main bronchi. This syndrome is more common in the third or fourth decades of life. A radiological
diagnosis is made by measuring the diameter of the trachea and main bronchi. The syndrome may be accompanied by bronchiectasis, diverticulum, and recurrent
infections of the lower respiratory tract (1).

CASE
A 52-year-old male patient was admitted to our outpatient clinic with complaints of chronic cough and sputum.
The patient had these symptoms for 16 years, particularly
during the winter months, and he used antibiotics due to
the increase in the amount of sputum. He had a smoking
history of 20 packs/year and has been an ex-smoker for
ten years. He was working in the technical service department of a lift company. The patient had hyperlipidemia and adenoidectomy operation 10 years prior. His family history was not significant.
The examination of the respiratory system revealed inspiratory crackles at the left lower field. Pulmonary function
tests (PFT) indicated mild bronchial obstruction. There
was no significant finding in the flow-volume loop. Enlargement of the trachea and non-homogeneously increased density in the left lower zone were detected in the
chest x-ray (Figure 1). The chest CT scan showed tracheobronchomegaly with an increase in the transverse diameter of the trachea, right and left main bronchus measured as 40 mm, 21.5 mm, and 19 mm, respectively.
Minimal cystic bronchiectasis was detected in the right
middle lobe; widely cystic bronchiectasis was seen in the
lingula and the left lower lobe (Figure 2). There was also
evidence of multiple diverticula involving trachea (sawtooth appearance and ondulation signs) (Figure 3).
Laboratory tests revealed increased erythrocyte sedimentation rate (55 mm/h) and C-reactive protein level (8
mg/dl; normal=0-5mg/dl). He was evaluated by rheumatologist and no accompanying connective tissue disease was detected. The patient was diagnosed as primary
MKS. We offered him to have respiratory physiotherapy
and prescribed appropriate antibiotic for infected bronchiectasis.

Figure 1: Chest x-ray of the patient

Figure 2: Dilatation of the trachea and main bronchi and cystic bronchiectasis appearance in CT

Figure 3: Sawtooth appearance and ondulation sign
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DISCUSSION
Mounier-Kuhn syndrome is a rare disease characterized
by abnormal enlargement of the trachea and main bronchi. Clinical, radiological, and endoscopic findings of this
syndrome were first identified by Mounier-Kuhn in 1932
(2). It is slightly more common in males and in the third
or fourth decades of life. However, as in our patient,
there have been reported cases detected over the age of
50 and in childhood (3,4). An association has been reported between tracheobronchomegaly and Marfan syndrome, Ehler-Danlos, Kenny Caffey syndrome, connective
tissue diseases, Bruton-type agammaglobulinemia, ankylosing spondylitis, ataxia-telangiectasia, Cutis Laxa, and
light chain deposition disease (5). However, as in this
case, most cases are sporadic and the etiology is unknown. The loss and atrophy of elastic and smooth muscle tissue of the wall of trachea and main bronchi was
observed in the autopsy series (6).
Mucociliary clearance and cough mechanisms are not
effective in tracheobronchomegaly. Therefore, patients
usually visit physicians for recurrent respiratory tract infections, as in the current case. If there is no infection, the
disease may be asymptomatic. Occasionally, the clinical
picture may be accompanied by dyspnea and hemoptysis
with the development of bronchiectasis. More rarely,
spontaneous pneumothorax, massive hemoptysis and
clubbing can be observed (3,7,8).
Mounier-Kuhn syndrome is diagnosed with radiological
imaging. In adults, measuring diameters for the trachea,
the right main bronchus and the left main bronchus, over
30 mm, 24 mm, and 23 mm, respectively, are diagnostic
in the chest radiograph. Trachea and main bronchi diameters for the diagnosis of Mounier-Kuhn syndrome in
the CT scans are given in Table 1 (5). Tracheobronchomegaly is often accompanied by bronchiectasis and
tracheal diverticula. Bronchiectasis is usually bilateral and
in saccular formation (9). In the current case, bronchiectasis was cystic in formation and bilateral, but more
common in the left. Tracheal diverticula radiologically
elicit a sawtooth appearance and ondulation sign. The
CT scan of the current patient revealed gross enlargement of the trachea and evidence of diverticula was
clearly observed on the trachea and main bronchi.
Treatment of the disease involves respiratory physiotherapy to aid in the removal of secretions, and the administration of appropriate antibiotics during the attacks (3,10).
Previous studies reported that tracheobronchoplasty and
stent application improves respiratory function and quality
of life in severe cases (11,12).
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Table 1: Diagnostic criteria for tracheobronchomegaly with relative
transverse diameters of airway at CT scan

Trachea
(mm)
Female
Male

Right main
bronchus (mm)

Left main
bronchus (mm)

21

19.8

17.4

25 (40)*

21.1 (21.5)*

18.4 (19)*

* Our patient’s diameters

As a result, assessment of the anatomy of the lungs and
airways has great importance to determine the etiology of
chronic productive cough and recurrent respiratory tract
infections. Mounier-Kuhn syndrome should be kept in
mind in the differential diagnosis of recurrent tract infections.
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