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A rare case of Mounier-Kuhn syndrome with bronchial asthma
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ABSTRACT

Tracheobronchomegaly(Mounier—-Kuhn syndrome) istafilan of the trachea and major bronchi because of
atrophy or absence of elastic fibers and smoothcheusells .Patients presenting to primary care gibijan with
lower respiratory tract symptoms like dyspnoea avitkezing are often diagnosed with COPD or asthma an
started on treatment. There are uncommon conditlikesMounier-Kuhn syndrome (MKS) that can preseith
similar symptoms and it is important for the primarare physician to keep them in mind when evaigathe
patients. It is important to identify MKS, as earBcognition can lead to better management and gmgon of
complications. Very few cases of MKS with Bronchisthma have been reported so far. We present @ @65
year old male who presented with intermittent egés of cough with productive sputum ,wheezingtaadthing
difficulty since last 35 years and was treatedBoonchial Asthma since last 25 years. He was ldtagnosed with
Mounier—Kuhn syndrome with Bronchial Asthma Hipical history supported by Radiological evidences
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INTRODUCTION

Tracheobronchomegaly is a well-defined clinical andiologic entity characterized by marked dilatatiof the

trachea and the central bronchi and frequentlycsteal with recurrent lower respiratory tract irtfen.(1,2)The
condition was first recognized at autopsy by Czsg{lB) in 1897, but it was not until 1932 that MoemKuhn

associated the endoscopic and radiographic appeaairthe markedly enlarged airway with recurresspiratory
tract infection.(2) Tracheobronchomegaly is beliet@the extremely rare. To date, only few hundredsases have
been reported in the literature. However, someeptgi with tracheobronchomegaly may be totally asgmatic

and are not detected, whereas those with symptagadntly are overlooked if chest radiographs abmeeused for
diagnosis.

We report a 65 year old male who presented witlrinittent symptoms of cough with expectoration,rsfess of
breath, wheezing since last 35 years.

CASE REPORT:

A 65 year old male came to outpatient departmemegartment of Respiratory Medicine in SriAurobiridedical
College, Indore with complaints of fever since lasdays and intermittent episodes of shortnedwexdth, cough
with expectoration and wheezing since last 33s/edhortness of breath has progressed from MMREI&R to
MMRC Grade 3 in last 4 days. He was diagnosed Bithnchial Asthma with secondary infection on basis
typical history of atopy, seasonal exacerbationsjtjye family history and pulmonary function tegtich was done
8 years back which showed reversible airway obsStm(FEV1=51% , FEV1/FVC =58.84 with reversibilitf
16%.
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After it, he was started on regular medicationshwtDIl and bronchodilators but was partially relidvéut since
last 2 months his symptoms worsened. He never sinakd worked as a Farmer. The patient had a histbry
recurrent lower respiratory tract infections sieegly childhood.

Physical examination revealed fever (8§ Tachypnoea (24/min) ,Bilateral diffuse rhonehid bilateral crepts
(Right >Left).

The chest X-ray revealed a significant increasthéndiameter of the trachea together with cysswles in left mid
zone at hilarlevel(Fig.1)

Fig.1.Chest X ray (PA view)

CT Chest (Fig.2) shows dilated trachea (35cm) dildited proximal bronchi(25 cm)and left main broast{24 cm)
with mild proximal cylindrical bronchiectasis withwvall thickening. Also there is widespread cystiorchiectasis
in both lungs sparing left upper lobe. Many of tystic areas showed luminal air fluid levels. Thesre patchy
areas of peribronchial nodularity in tree in butteya in both lungs around the areas of bronch#sta

Fig.2(a)CT image of Coronal section of lung showing dilated trachea and Right and left main bronchus
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Fig.2(b)CT Image showing bilateral cystic bronchiectasis

His arterial blood gas study revealed mild hypoxewmith a Pao2 of 70 mm Hg on room air.2D Echo hexy ypoor
echo window and mild PAH( PASP=34mm Hg).His sputcufture sensitivity showed growth of Pseudomonas
aeruginosa sensitive to Aminoglycosides and Piniogroup of drugs. Pulmonary Function Test reeeal
(FEV1=40.1 ;FEV1/FVC=50.30) with reversibility of%2 with interpretation of severe large and smallvaiy
obstruction with poor reversibility. Serum IgE & were normal and skin prick test for Aspergillvas negative.
Finally a diagnosis of Bronchial Asthma with MaemKuhn syndrome with secondary infection was enad
Clinical and Radiological evidences. He was treatétl Chest physiotherapy ,antibiotics and suppertreatment
to which he responded well .

DISCUSSION

TBM is a rare disorder of uncertain aetiology wrdlgopsy studies suggested a congenital defedtaphgy of the
elastic and smooth muscle tissues of the trachehnaain bronchi, resulting in dilatation.[1]TBM hdmeen
described by a variety of names, including Mourkerhn syndrome, tracheal diverticulosis, tracheobhigctasis,
tracheocele, tracheomalacia, and tracheobronchapadtacia[l,2,3].The common denominator is thetafiian of
trachea and central bronchi with an abrupt tramsitdo a normal caliber of the peripheral airwayls.[4

For an adult, an increased diameter of the tradhearight and the left main bronchus that excefls 2.4, and
2.3 cm, respectively, on a standard chest raditgmap bronchogram is diagnostic for tracheobronctgathe
because these are the upper limits of the measdiplee standard deviations.[5]

It is more common in men and is typically diagnosedhe 3rd or 4th decades of life. The clinicaégentation
varies widely, from minimal disease in which lungnétion is preserved to severe respiratory failumd death.
Involvement occurs at different levels, from thactrea down to the 4th bronchial branch[4,6]. Altjioits cause is
not fully known, tracheobronchomegaly is reportetihked to familial susceptibility and is perhapshérited
through an autosomal recessive mechanism. Case#temesporadic.[7]

Mounier-Kuhn syndrome has 3 subtypes. In type érethis a slight symmetric dilation in the trachea anain
bronchi. In type 2, the dilation and diverticula atistinct. In type 3, diverticular and sacculaustures extend to
the distal bronchi.[6] The main problems associatét this disease are ineffective cough conseqtepathologic
dilation in the tracheobronchial tree and the impaint of mucociliary activity. These cause diffiyulin
expectorating secretions and lead to recurrent ERRA]I The symptoms of Mounier-Kuhn syndrome arespatific.
In the absence of infection, the disease can dpvatymptomatically. Bronchiectasis and LRTIs aiaicdlly
prominent, and recurrent pneumonia and fibrosisdeaselop.[4,6]

Connective-tissue diseases, Ataxia-telangiectasinkylosing spondylitis, Ehlers-Danlos syndrome, rfda
syndrome, Kenny-Caffey syndrome, Brachmann-de Laygdrome, and cutis laxa [elastolysis] are alsoeiated
with secondary tracheobronchial enlargement.[8)DpAthese conditions should be considered indHferential
diagnosis.
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The described case report offers a rare insigbtthe natural course of the progression of an @mtised Mounier-
Kuhn Syndrome, with an evaluation of the changamaging and pulmonary functions over time. Advethcases
of MKS have a very poor prognosis and are usualtgahon autopsy. These patients tend to have seseafeitrant
mucus plugs, tracheal diverticuli and fibrotic chas which eventually lead to respiratory failure dimeir demise.
Tracheal stenting has proved beneficial in patievita multiple tracheal diverticuli.[10,11]. SinddKS involves

diffuse areas of the airway, surgery on selecti@gspof the bronchial tree is very difficult. Hoverva few rare
cases of lung transplantation have been reportttkifiterature with no proven benefit in mortalify?,13]

This case supports early diagnosis in patients Wtunier-Kuhn Syndrome, so that a decline in respiy
function resulting from possible complications obhier-Kuhn Syndrome may be prevented.

CONCLUSION

Known cases of asthma are always underlooked feragsociated diseases . This case report enlightbes
necessity to look for an alternative diagnosissmoaiated disease in all those asthma casesespond poorly to
treatment so that associated disease could beifiddrat an early stage and its progression co@dtevented.
However more work has to be done in terms of treatrand follow up.
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