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IMAGINI DIN PRACTICA CLINICA
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Pacient de 47 de ani, ex-fumator 10 pachete/an (de 5 ani
nu mai fumeaza) prezintda wheezing, tuse chinuitoare, cu
expectoratii muco-purulente (pana la 30 mL/zi), dispnee la
efort fizic (MRC 2), febra 38°C, astenie. Cunoscut cu bronsita
cronicd de la varsta de 25 de ani, ultimii 5 ani diagnosticat
cu BPCO (tratament bronhodilatator nu urmeaza). De un an
mentioneaza exacerbari infectioase frecvente, pentru care
administreaza antibioticoterapie (cefalosporine, fluorochi-
nolone). Obiectiv: nutritie sporita (IMC 34), respiratie aspra
cu raluri sibilante si ronflante pe toata aria pulmonara, sub-
scapular bilateral crepitatii; FR 24 /min, Sa0, 95%, FCC 90/
min, TA 115/60 mm Hg. Probele functionale releva un sin-
drom obstructiv (CVF 65%, VEMS 51%, VEMS/CVF 63%, Rtot
130%), ireversibil la testul bronhodilatator si un sindrom de
hiperinflatie (CPT 119%, VR 255%) cu reducerea difuziunii
alveolare (DLCO 53%).

intrebari:

1. Ce leziuni imagistice prezente pe radiograma sunt su-
gestive pentru afectarea cdilor aeriene?

2. Descrieti leziunile imagistice vizualizate la HRCT tora-
cica.

3. In ce sindrom se incadreazi toate modificirile imagisti-
ce identificate?

4. Ce complicatie este marcata prin sageatd?
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A 47 years old patient, ex-smoker 10 packs/year (quitted 5
years ago) prezents wheezing, exhausting cough, muco-puru-
lent sputum with (up to 30 mL/day), exercise dyspnea (MRC
2), fever 38°C, fatigue. Known with chronic bronchitis at the
age of 25 years, the last 5 years diagnosed with COPD (no
bronchodilator treatment). In the last year he had frequent
infectious exacerbations treated with antibiotics (cephalospo-
rins, fluoroquinolones). On physical examination: enhanced
body weight (BMI 34), prolonged expiration with widespre-
ad rhonchi and wheezing, subcapsular bilateral crepitation in
both hemithoraces; RR 24 rpm, Sa0, 95%, heart beats 90 bpm,
BP 115/60 mm Hg. Pulmonary functional tests reveal airflow
limitation (FVC 65%, FEV1 51%, FEV1/FVC 63%, Rtot 130%),
a negative bronchodilator test and a hyperinflation syndrome
(TLC 119%, RV 255%) with a reduction of alveolar diffusion
(DLCO 53%).

Questions:

1. Which signs on chest X-ray are suggestive for airways
disease?

2. Describe the signs present on HRCT images.

3. Which syndrome comprises all identified radiological
signs?

4. What complication is marked by the arrow?
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Fig. 1 Radiografie de ansamblu si imagini ale tomografiei computerizate de inalta rezolutie
ale toracelui a cazului prezentat.

Fig. 1 Chest X-ray and high resolution computerized tomography images of reported case.



Cauzd rard de infectii respiratorii recurente

Fig. 2 Radiografie de ansamblu si imagini ale tomografiei computerizate de Inaltd rezolutie ale toracelui a
cazului prezentat (cu raspunsuri).

Fig. 2 Chest X-ray and high resolution computerized tomography images of reported case (with answers).

Raspunsuri:

1. Dilatarea importanta a traheii si a bronhiilor mari.
Opacitati inelare dispuse in rozete, care ar semnala prezenta
bronsiectaziilor. Manifestarile sindromului de hiperinflatie.

2. Se vizualizeaza clar dilatarea traheii (atinge 41 mm) si a
bronhiilor principale (stanga 38 mm, dreapta 32 mm), multi-
ple bronsiectazii cilindrice, varicoase, saculare difuz raspan-
dite in ambele campuri pulmonare. Semne ale sindromului de
hiperinflatie (emfizem paraseptal, bule emfizematoase si sa-
racirea desenului vascular pulmonar).

3. Sindromul Mounier-Kuhn - maladie congenitala rar3,
definita prin dilatare importanta a lumenului traheal si a
bronhiilor principale.

4. Diverticul traheal.

Answers:

1. The dilation of the trachea and main bronchi. Ring sha-
dows arranged in rosettes, which would signal the presence of
bronchiectasis. Signs of hyperventilation syndrome.

2. Enlarged trachea (up to 41 mm) and enlarged main
bronchi (left 38 mm, right 32 mm), multiple cylindrical, va-
ricose, and saccular bronchiectasis wide-spread in both lung
fields. Signs of hyperinflation syndrome (paraseptal emphy-
sema, emphysematous bullae and sparced lung vascular mar-
kings).

3. Mounier-Kuhn syndrome - a rare congenital disease de-
fined by significant expansion of the lumen of the trachea and
main bronchi.

4. Tracheal diverticulum.
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Discutii

Sindromul Mounier-Kuhn (sinonim: traheobronhomega-
lie idiopatica) se caracterizeaza printr-un calibru traheal si
bronsic mult marit, avand la baza atrofia primara a tesutului
musculo-elastic. Este o boala rara, descrisa pentru prima data
de medicul francez Mounier-Kuhn in 1932 [1] si trebuie deose-
bita de traheobronhomegalia dobandita, care poate fi intalnita
in colagenoze, ataxie-teleangiectazie, sindromul Ehlers-Dan-
los, sindromul Marfan, sindromul Kenny-Caffey. Cu o incidenta
mai mare la barbati, traheobronhomegalia idiopatica este, de
reguld, diagnosticata in decadele a 3-a a 4-a ale vietii [2, 4].

Manifestarile clinice variaza de la usoare, cu o functie pul-
monara pastrata, pana la severe, cu aparitia bronsiectaziilor,
emfizemului (prezente si in cazul nostru) si ale fibrozei pul-
monare, conditionand dezvoltarea insuficientei respiratorii
si decesului. Simptomele sunt greu diferentiate de cele pre-
zente in bronsiectazii si in bronsita cronica, fiind dominate
de tusea productiva cu sputd purulentd abundenta (ocazional,
hemoptizie) si dispneea progresiva [2, 3]. Drenarea dificila a
secretiilor bronsice la acesti pacienti favorizeaza dezvoltarea
bronsiectaziilor, care determind periclitarea functiei pulmo-
nare si, deseori, sunt prima manifestare pentru care este in-
dicata CT pulmonara. Complicatii posibile mai pot fi traheo-
malacia, pneumoniile, pneumotoracele spontan si hemoptizia
masiva [2, 6].

Modificarea compliantei globale a peretilor traheali, atrofia
fibrelor elastice longitudinale si a fibrelor musculare, contri-
buie la aparitia diverticulilor traheali dobanditi. Peretii diver-
ticulilor congenitali au o structura similara cu peretele traheii,
fiind constituiti din epiteliu ciliar al mucoasei, strat muscular
si strat cartilaginos, pe cand peretele diverticulului dobandit 1l
formeaza doar stratul mucoasei [4, 6].

Diametrul largit al traheii poate fi identificat si la radio-
grafia toracelui, desi deseori este omis daca nu se analizeaza
tintit. Diagnosticul se stabileste in baza HRCT, ca si criterii fi-
ind diametrul traheii peste 30 mm, diametrul bronhiei drepte
peste 24 mm si al bronhiei stangi peste 23 mm [5].

La pacientii simptomatici tratamentul este unul de
sustinere (limitat la fizioterapie respiratorie pentru ame-
liorarea drenajului bronsic) si antibacterian (in exacerbari
infectioase). Renuntarea la fumat si evitarea mediului poluat
contribuie la prezervarea functiei pulmonare. Tratamentul
chirurgical este rareori utilizat din cauza caracterului ras-
pandit al bolii. Aplicarea stenturilor endotraheale, In cazuri-
le severe, este benefica, dar cu o experientd modesta datorita
raritatii patologiei [7].
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Discussion

Mounier-Kuhn syndrome (sinonimus: idiopathic trache-
obronchomegaly) is characterized by marked dilatation of
the trachea and main bronchi due to primary atrophy of the
musculo-elastic tissue. It is a rare disease, first described by
a french physician Pierre Mounier-Kuhn in 1932 [1] and sho-
uld be differenciated from acquired tracheobronchomegaly
which occurs in ataxia-telangiectasia, Ehlers-Danlos syndro-
me, Marfan syndrome, Kenny-Caffey syndrome. With a higher
incidence in males, idiopathic traheobronhomegalia is usually
diagnosed in the 3rd or 4th decades of life [2, 4].

The clinical presentation varies widely, from minimal di-
sease with good preservation of pulmonary function to pro-
gressive disease in the form of bronchiectasis, emphysema
(as seen in our case) and pulmonary fibrosis leading to res-
piratory failure and death. The clinical symptoms are largely
indistinguishable from bronchiectasis and chronic bronchitis:
productive cough with copious purulent sputum (occasional
haemoptysis) and progressive dyspnoea [2, 3]. Impaired mu-
cociliary clearance predisposes to the appeareance of bron-
chiectasis that alter the pulmonary function and are often the
first manifestation for which chest CT is indicated for. Other
possible complications include tracheomalacia, pneumonias,
spontaneous pneumothorax and massive haemoptysis [2, 6].

The changing compliance of the tracheal wall and atrophy
of the longitudinal elastic fibers and smooth muscle within
the wall of trachea predispose to mucosal herniation between
tracheal rings, leading to acquired tracheal diverticula. Conge-
nital diverticula are histologically similar to the tracheal wall,
comprising respiratory epithelia, smooth muscle, and cartila-
ge, whereas acquired tracheal diverticula are composed exclu-
sively of respiratory epithelia [4, 6].

The increased diameter of the trachea can usually be detec-
ted on chest X-ray, although it can be missed if not looked for.
Diagnosis is often made by using CT, in adults, the diagnostic
criteria are diameters of the trachea >30 mm, of the right main
bronchus >24 mm and of the left main bronchus >23 mm [5].

In symptomatic patients, therapy is supportive (limited to
respiratory physiotherapy for clearing secretions) with an ap-
propriate antibiotic therapy during infectious exacerbations.
Smoking cessation and avoiding polluted environment influ-
ence the preservation of lung function. Surgery is rarely per-
formed because of the diffuse nature of the disease. Tracheal
stenting has been helpful in severe cases, but with a low expe-
rience because of the rarity of the pathology [7].
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