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ÖZET

Mounier-Kuhn sendromlu olguda malign fibröz histiyositom metastazına bağlı ana hava yolu 
obstrüksiyonu

Malign fibröz histiyositoma erişkinlerde görülen yumuşak doku sarkomları arasında sık izlenen tiplerden biridir. Akciğer
en sık rastlanan metastaz alanıdır. Mounier-Kuhn sendromu ise trakea ve bronşların ileri derecede genişlemesiyle karakte-
rizedir. Ana hava yolu obstrüksiyonu, endoluminal, ekstraluminal ya da her iki komponentin birarada olduğu akciğer ve
mediasten kitlelerinde karşımıza çıkabilir. Bu yazıda, nadir görülen bir klinik durumun dev mediastinal malign fibroz his-
tiyositoma metastazına sekonder olarak oluşması ve diğer yandan kitlenin yol açtığı ana hava yolu obstrüksiyonunun çö-
zülmesinde yaşanan zorlukların klinik önemini vurgulamak istedik. Mounier-Kuhn sendromu ve ana hava yolu obstrüksi-
yonu birlikteliği ve bu durumun yönetilmesinde yaşanan güçlükler İngilizce literatürde daha önce sunulmamıştır.
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INTRODUCTION

Malign fibrous histiocytoma (MFH) is one of the most
observed soft tissue sarcomas seen in the adults. It is
accounted for 10% of all the sarcomas (1). This sarco-
ma originates from the trunk of the extremities, and
distant metastasis is observed in nearly 30 to 40% of
the patients (2). The most common metastasis region
is the lung and metastasis to the other areas out of the
lung is extremely uncommon (2). Mounier-Kuhn
syndrome has been first described by Mounier-Kuhn in
1932 and is characterized by the highly dilatation of the
trachea and bronchi (3). We may encounter with the
major airway obstruction in the endoluminal or extralu-
minal lung and mediastinal masses or those with both
components together. Thermal methods, mechanical
disobstruction and dilatation and stent insertion are
used in the management of this clinical condition de-
pending on the nature of the lesion (4).

In this article, we would like to highlight the occurren-
ce of a rare seen clinical situation secondary to the gi-
ant mediastinal MFH metastasis and the clinical diffi-
culties experienced in resolving of the main airway
obstruction caused by the mass. Since the lack of the
similar studies conducted previously, we found the ca-
se worth presenting.

CASE REPORT

A 58-years-old male patient presented to the orthope-
dic clinic due to swelling in the left elbow in January
2009. Diagnosis of malignant fibrous histiocytoma was
established following the excisional biopsy, and the
metastasis screening was performed. After the excisi-
on, there was not tumor cell defined in the surgical bor-
ders of the mass. At the same period, a mass of 4 cm
was detected in the right lung (Figure 1). However, the
patient refused further analysis and examinations and
left the hospital. After two months, he referred to the
same clinic once again on the re-development of swel-
ling in the left elbow. The mass was totally excised, and
chemoradiotherapy was recommended. The patient
was guided to our clinic on the growth of the lung mass
compared to two months ago. MFH diagnosis was es-
tablished with the mediastinoscopy, but an operation
was not performed for the mass due to the high pre-
operative risk (Figure 2). Following the diagnosis in
April 2010, on the CT ordered because of the rapid
progression of the mass and onset of the respiratory
distress, the mass was defined to almost completely
obstruct both bronchial entries, creating pressure at the
level of main carina (Figure 3). 

Central airway obstruction due to malignant fibrous histiocytoma metastasis in a case with Mounier-Kuhn syndrome

168Tuberk Toraks 2012; 60(2): 167-171

Malign fibrous histiocytoma is one of the most observed soft tissue sarcomas seen in the adults. The most common metas-
tasis region is the lung and metastasis. Mounier-Kuhn syndrome is characterized by the highly dilatation of the trachea and
bronchi. We may encounter with the major airway obstruction in the endoluminal or extraluminal lung and mediastinal
masses or those with both components together. In this article, we would like to highlight the occurrence of a rare seen cli-
nical situation secondary to the giant mediastinal malign fibrous histiocytoma metastasis and the clinical difficulties expe-
rienced in resolving of the main airway obstruction caused by the mass. Since the lack of the similar studies conducted
previously, we found the case worth presenting.
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Figure 1. Chest X-ray at the fist application.



On the bronchoscopy, distal part of the trachea and
both bronchial entries were seen to be prominently
obstructed at the carinal level (Figure 4). There was not
an additional finding defined on the chest graphy in this
period suggesting additional pathologies would lead to
dyspnea such as pulmonary embolism. Stent insertion
was planned due to the severity dyspnea during the pa-
tient’s daily activity. At the first process, palliation of
the obstruction was tried to be obtained using a Dumon
silicon Y stent of 18 x 14 x 14 mm. However, the stent
was removed to prevent the possible migration and
chronic coughing since the tracheal leg was moving
because of the trachea was highly expanded. Only with
insertion of the silicon Dumon stent to the left main
bronchus the passage was provided. The patient was
transferred to the intensive care unit as intubated and
extubated at the 8th hour. The case with partly impro-
ved respiratory distress at that period was taken to the
service. He was intubated again and taken to the inten-
sive care unit on the re-development of the respiratory
distress. On the bronchoscopy, the stent inserted to the
left main bronchus was seen to be at the place, but the
pressure was persistent at the supracarinal level and
the lumen was seen to be prominently obstructed. The
case was considered as the ventilator related pneumo-
nia due to the definition of progressive leukocytosis
and increase in the secretion quantity, and an approp-
riate antibiotherapy was introduced with piperacillin/ta-
zobactam 4 x 4.5 and ciprofloxacin 200 mg 2 x 1. Ho-
wever, the patient was lost at the 12th day of the re-in-
tubation because of the multiorgan failure developed
due to sepsis, despite all the treatment interventions. 
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Figure 2. Histopathologic appearance. A. The tumoral prolife-
ration with giant pleomorphic nuclei in diffuse, irregular gro-
wing pattern including wide bleeding sites (HE, x100), B.
Mytotic activities and scattered leucocytes and lymphocytes in
tumour cells wich have eosinophilic polygonal fusiform cytop-
lasm, huge irregular border and lobulated nuclei (HE, x400).

A B

Figure 3. Thorax CT shows large trachea and main bronchi
under compression of the mediastinal mass.



DISCUSSION

MFH, is one of the most common soft tissue sarcomas
seen in the adults. It often originates from the trunk of
the extremities. Distal metastasis is developed in nearly
30 to 40% of the cases and the most common location
is the lung. Development of the distal metastasis witho-
ut the lung is very uncommon (1,2).

Since the lung is the most common metastasis region,
this leads to development of the metastases involving
both parenchymal and endobronchial areas. It often in-
volves only the lung parenchyma and endobronchial
metastasis is extremely rare (5-7). Surgical resection
of the mass is frequently necessary for the definitive di-
agnosis and the treatment. Interventional methods
such as the surgery and laser are the main treatments
of choice. Whereas metastasectomy is the preferred
method in the metastases involving the parenchyma.

In a disease series of Syri et al. with 103 patients,
complete resection was performed at 93 cases, and
one patient was preoperatively lost. Survival rate of 5
years was found as 21% (8). Mediastinal metastasis is
uncommon but it may primarily result from the anteri-
or mediastinum (9). In our study, despite the tumor for-
med in the right forearm was operated; the patient was
referred again to the hospital after six months because
of the growth of the mass exciting in the anterior medi-
astinum at the admission. On the bronchoscopy orde-
red in that period, the trachea and main bronchi were
found normal except a slight pressure and the diagno-
sis was achieved through the mediastinoscopy. There
was not a response obtained to the treatment in the pa-
tient with chemotherapy applied due to the resection
could not be implemented. On the bronchoscopy per-

formed because of the progressive dyspnea, diffuse di-
verticulosis was seen trachea and distal part, and both
main bronchi were seen to be obstructed due to the an-
terior pressure at the carinal level on the expiration.
Certain difficulties were experienced in the manage-
ment of the obstruction at this stage. First, stents with
diameters suitable for the highly expanded trachea and
bronchi are not available. This situation can be overco-
me only with the stents produced on a special order.
Dutau et al. resolved the obstruction developed as a re-
sult of the tracheal compression in a similar case with
tracheomegaly using a metallic covered stent of 28
mm and they followed-up the patient without compli-
cations for two years by “weaning” (10). However, in
our country it takes at least three weeks to reach to the
stents via a special order. Therefore, inaccessibility of
the stents has hampered overcome the carinal obstruc-
tion.

Number of the previously reported cases with Mounier-
Kuhn syndrome in the literature is about 100 (11). The
anomalies monitored in this lesion include the following
criteria: diameter of the right main bronchus must ex-
ceed 2.4 cm and the left main bronchus 2.3 cm and the
diameter of the trachea is expected to exceed 3.0 cm.
According to the study by Menon et al., the diameter of
the transverse trachea was 21 mm in the females with
Mounier-Kuhn syndrome diagnosis and the diameter of
the sagittal trachea 23 mm, while the diameter of right
main bronchus exceeded 19.8 mm and the left main
bronchus 17.4 mm. Whereas in the males, the diame-
ter of the transverse tracheas must exceed 25 mm and
the sagittal diameter 27 mm. However, especially in the
males, the right main bronchus was reported to be ex-
pected to be wider than 21.1 mm and the left main
bronchus 18.4 mm (12). 

Three subtypes of the Mounier-Kuhn syndrome have
been described. Type 1 includes symmetric tracheal
and bronchial expansion. Type 2 has an excentric ex-
pansion. And diffuse diverticulosis is observed together
with the expansion of the distal bronchi in the Type 3.
The muscularis mucosa layer has been thickened with
the atrophy in the elastic fibers and this leads to the di-
latation of the trachea (13). This situation causes the
patient to present tendency to the infections. The exact
and real reason of these changes is unknown. However,
existing together with some hereditary conditions sug-
gests its emerging as a part of the diffuse connective
tissue disorder.

Our case also could be classified as Type 3 since the
association with the diffuse diverticulosis. Although
concomitant bronchiectasis and fibrosis are observed
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Figure 4. In bronchoscopic view, it can be seen diverticulosis
and the pressure at main carina causing nearly total obstruc-
tion.



in most of the tracheobronchomegaly cases, there
was not a similar situation in our patient (14). Also,
observing of two simultaneous clinical conditions due
to the connective tissue suggests an underlying disor-
der related to the function of the collagen and cartila-
ge tissue of the case. On an increase of the respira-
tory distress, a silicon Dumon Y stent of 18 x 14 x 14
mm was tried. However, the stent remained moving
on the carina after the insertion because of the highly
expansion of the trachea. Since this condition was
known to cause coughing and due to risk for the mu-
cus retention and migration, the stent was removed.
The patency of the left main bronchus was enabled by
a Dumon silicon stent inserted. However, this situati-
on did not lead to a significant resolving in the airway
dynamic. In a previously reported study on a case
with tracheobronchomegaly, tried a Freitag dynamic
stent and achieved the extubation of the patient (15).
Giannoni et al. suggested that the concomitant trac-
heobronchomalacia blocked the mucus expectorati-
on, and this dynamic formation played a strong role
in the obstruction. The subsequent resolving in the
respiratory mechanic they obtained might suggest
this clinical judgment was valid. Whereas in our case,
mechanic narrowing to be in the forefront and lack of
the Y stent in a suitable size lead not to obtain a per-
manent solution. The tracheal leg of the stent to be
moving due to highly expanded trachea and diame-
ters of the bronchi would make the respiratory mec-
hanic disordered as well as lead to the formation of a
coughing obviously disturbing the life quality. Also it
was obvious not to contribute to the improving of the
respiratory mechanic. Since a stent of 18 mm was in-
serted only into the left main bronchus and could not
be into the right main bronchus and at the same time
the compression at the low end of the trachea could
not be resolved, the patient was lost. Availability of
the suitable stent constitutes the key point for the ma-
nagement of this clinical condition required to be
overcome despite it is uncommon. 

Accompanying of a mesenchyme origin tumor to Mo-
unier-Kuhn syndrome occurred also due to the suppor-
tive tissue abnormality is an extremely rarely observed
clinical condition. Besides, development of the central
airway obstruction despite highly dilatation and this
obstruction could not be managed as required due to
the lack of the suitable stent may lead the way for the
future cases. Malignant obstruction developing in the
highly expanded trachea and main bronchi may thre-
aten the life and management of this situation may be
challenging.
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