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Anaesthesia recommendations for patients suffering 
from 

Mounier-Kuhn syndrome 

Disease name:  Mounier-Kuhn syndrome 

ICD 10:  Q32.4; Q32.1 

- With bronchiectasis: J47 
- Exacerbation (acute): J47 
- Lower respiratory infection: J47 
- Acquired: J98.09 
 

Synonyms: Tracheobronchomegaly, trachiectasis, tracheobronchomalacia,  
                     multiple tracheal diverticula 

A marked dilation of the trachea and main bronchi, associated with a higher rate of recurrent 
lower respiratory tract infections, characterizes the Mounier-Kuhn syndrome (MKS).  
The clinical presentation varies widely from minimal respiratory discomfort, repetitive 
respiratory infections, mucus accumulation and ineffective cough, to severe respiratory 
failure. This syndrome is considered to be congenital, although most of the times it presents 
in the third or later decades with recurrent respiratory tract infections. The aetiology is 
uncertain, anatomo-pathological findings have led to believe it due to the lack of smooth 
muscle and elastic connective tissue in the trachea and main bronchi, causing 
tracheobronchomegaly and “herniation” of diverticula between the cartilaginous rings.  

Medicine in progress 

Perhaps new knowledge 

Every patient is unique 

Perhaps the diagnostic is wrong 
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Anaesthesia recommendations for patients suffering 
from 

3-M syndrome 
Disease name: 3-M syndrome

ICD 10: Q87.1 

Synonyms: Dolichospondylic dysplasia, 3Μ dwarfism, gloomy face syndrome, 
                    Le Merrer syndrome 

 

3-M syndrome is a recessive autosomal genetic growth disorder, characterized by significant 
pre- and postnatal growth retardation. It is listed as a rare or an “orphan” disease having a 
prevalence in Europe of less than 1 person per 2000 in the general population or affecting 
less than 200000 people in the US population, with fewer than 100 patients having been 
reported in the medical literature since 1975.   

The name of the disease originates from the initials of the three authors, Miller, McKusick 
and Malvaux, who first reported the syndrome in the literature. The disease is caused by 
mutations in Cullin 7 (CUL7) gene on chromosome 6p21.1, in most cases,  or in the 
Obscurin-like 1 (OBSL1) gene on chromosome 2q35-36.1 encoding a cytoskeletal adaptor 
protein. A third gene has recently been identified, encoding the Coiled coil domain containing 
protein 8 (CCDC8), on chromosome 19q13.32. 

Medicine in progress 

Perhaps new knowledge 

Every patient is unique 

Perhaps the diagnostic is wrong 
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Disease summary 

Frequently the diagnosis can be sensed  based on cases of abnormal chest X-ray, and an 
anaesthesiologist should be suspected it when there is an unexplainable loss of air during 
ventilation with tracheal tube, but it needs to be confirmed by a CT scan to allow for precise 
measurement of airways and evaluation of additional changes in pulmonary tissues, and 
possibly a bronchoscopy could be considered for additional evaluation. 

The treatment does not include surgery and typically includes supportive measures and 
possible airway stenting in cases of significant tracheomalacia, but surgery has also been 
attempted. The only clinical trial which included 12 patients with Mounier-Kuhn syndrome 
showed significant improvements in pulmonary function and quality of life when compared to 
baseline. The objective of conservative treatment is sputum clearance, using positional 
physiotherapy and early and aggressive treatment of pulmonary infections. In some cases, 
chronic prophylactic administration of antibiotics may be required. 
 

 
Typical surgery 

Surgery is not generally indicated, but in some cases of severe tracheomalacia and expiratoy 
collapse of trachea a tracheobronchoplasty has been used, and in refractory end stage lung 
disorder lung transplant is the definitive treatment. 

 

Type of anaesthesia 

According to the type of surgery, lack of the “seal” in case of tracheal intubation should be 
concealed.  

 

Necessary additional diagnostic procedures (preoperative) 

CT scan, bronchoscopy. 

 

Particular preparation for airway management 

We suggest a thorough study of the CT scan and the measurement of the tracheal 
diameters, especially in the sections where the cuff of the endotracheal tube will be placed, 
to choose the size and the most suitable position for the tracheal tube. 

Before induction, a set of different sized tubes, several supraglottic devices, a fiberscope, 
and a manometer to measure the pressure of the cuff should be prepared.  

After endotracheal intubation, a small ET tube could be inserted in the oesophagus, cuffed 
and a stomach aspiration tube should be inserted into the oesophageal tube, in order to 
reduce the risk of aspiration. 
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Particular preparation for transfusion or administration of blood products 

According to type of surgery. 

 

 

Particular preparation for anticoagulation 

According to type of surgery. 

 

 

Particular precautions for positioning, transport or mobilisation 

Not indicated. 

 

 

Probable interaction between anaesthetic agents and patient’s long-term medication 

Not reported. 

 

 

Anaesthesiologic procedure 

Before induction, a set of different sized tubes, several supraglottic devices, a fiberscope, 
and a manometer to measure the pressure of the cuff should be prepared.  

A rapid sequence intubation should be performed in order to avoid gastric distension.  

After endotracheal intubation, a small ET tube could be inserted in the oesophagus, cuffed 
and a stomach aspiration tube should be inserted into the oesophageal tube, in order to 
reduce the risk of aspiration. 

Should the ventilator detect an air loss, it is possible to place an extra-gloctic device (I-gel, 
Fastrach) and a small ET tube through it, with the purpose of enhancing the seal with the 
oesophageal cuff. 

 

 

Particular or additional monitoring 

Pay particular attention to the pressure of the ET cuff to avoid mechanical stress on the 
tracheal wall.  
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Monitor strictly the pressure/volume loop on the ventilator in order to detect any air loss. 

 

 

Possible complications 

Air loss during ventilation. 

Tracheal lesions or even rupture in case of excessive pressure from the cuff or during 
intubation. 

Aspiration pneumonia. 

 

 

Postoperative care 

Strict chest X-ray monitor to detect early pulmonary complication from inhalation or 
atelectasis. 

Early mobilisation and positional physiotherapy. Prophylactic antibiotic therapy in case of 
respiratory infections.   

 

 

Information about emergency-like situations / Differential diagnostics 

caused by the illness to give a tool to distinguish between a side effect of the anaesthetic 
procedure and a manifestation of the disease 

None. 

Ambulatory anaesthesia 

See postoperative care. 

 

Obstetrical anaesthesia 

If possible, avoid general anaesthesia.  



� S551

© Anästh Intensivmed 2015;56:S535-S554  Aktiv Druck & Verlag GmbH

www.orphananesthesia.eu

www.orphananesthesia.eu 5

Literature and internet links 
 
1. Cataldo R, Gallì B, Proscia P, Carassiti M. Management of a patient with Mounier-Kuhn 

syndrome undergoing repeated general anesthetics. Can J Anaesth 2013 Jun;60(6):602-3 
2. Weissleder R, Wittenberg J, Harisinghani MG, et al. Primer of diagnostic imaging. Mosby Inc. 

2007;ISBN:0323040683  
3. Mcguinness G, Naidich DP, Leitman BS, et al. Bronchiectasis: CT evaluation. AJR Am J 

Roentgenol 1993;160(2):253-9  
4. Cartier Y, Kavanagh PV, Johkoh T, et al. Bronchiectasis: accuracy of high-resolution CT in the 

differentiation of specific diseases. AJR Am J Roentgenol 1999;173(1):47-52  
5. Barker AF. Bronchiectasis. N Engl J Med 2002;346(18):1383-93 
6. Cantin L, Bankier AA, Eisenberg RL. Bronchiectasis. AJR Am J Roentgenol 2009;193(3): 

W158-71 
7. Solanki T, Neville E. Bronchiectasis and rheumatoid disease: Is there an association?  

Br J Rheumatol 1992;31(10):691-3  
8. Fenlon HM, Doran M, Sant SM, et al. High-resolution chest CT in systemic lupus erythematosus. 

AJR Am J Roentgenol 1996;166(2):301-7  
9. Collins J, Stern EJ. Chest radiology, the essentials. Lippincott Williams & Wilkins 2007; 

ISBN:0781763142  
10. Naidich DP, Srichai MB, Krinsky GA. Computed tomography and magnetic resonance of the 

thorax. Lippincott Williams & Wilkins 2007; ISBN:0781757657  
11. Warrell DA. Oxford textbook of medicine, Sections 18-33. Oxford University Press, USA. 2005; 

ISBN:0198569785  
12. Javidan-Nejad C, Bhalla S. Bronchiectasis. Thorac Surg Clin 2010;20(1):85-102  
13. Javidan-Nejad C, Bhalla S. Bronchiectasis. Radiol Clin North Am 2009;47(2):289-306 
14. Ooi GC, Khong PL, Chan-Yeung M, et al. High-resolution CT quantification of bronchiectasis: 

Clinical and functional correlation. Radiology 2002;225 (3):663-72 
15. Mounier-Kuhn P. Dilatation de la trachee: Constatations, radiographiques et bronchoscopies.  

Lyon Med 1932;150:106–9 
16. Spencer H. Congenital abnormalities of the lung; congenital tracheobronchomegaly. In:  

Spencer H, ed. Pathology of the Lung, 4th edition. Pergamon Press Oxford, 129–30 
17. Aaby GV, Blake HA. Tracheobronchomegaly. Ann Thorac Surg 1966;2:64–70 
18. Himalstein MR, Gallagher JC. Tracheobronchomegaly. Ann Otol Rhinol Laryngol 1973;82:223–7 
19. Wolfgang Dahnert ED. Radiology Review Manual/second Edition, William and Wilkins 1993. 

Lippincot Williams and Wilkins NY, USA 
20. Bateson EM, Woo-Ming M. Tracheobronchomegaly. ClinRadiol 1973;24:354–8 
21. Sorenson SM, Moradzadeh E, Bakhda R. Repeated infections in a 68-year-old man. Chest 2002; 

121:644–6 
22. Giannoni S, Benassai C, Allori O, et al. Tracheomalacia associated with Mounier-Kuhn syndrome 

in the intensive care unit: treatment with Freitag stent. A case report. Minerva Anestesiol 2004;  
70: 651–9  

23. Van Schoor J, Joos G, Pauwels R. Tracheobronchomegaly - the Mounier-Kuhn syndrome: report 
of two cases and review of the literature. Eur Respir J 1991;4:1303–6 

24. Pilavaki M, Anastasiadou K, Vlachojanni E, et al. Tracheobronchomegaly (Mounier-Kuhn 
syndrome): Roentgen findings and tracheal stent instrumentation. Pneumologie 1995;49:556–8 

25. Odell D, Shah A, Gangadharan S, et al. Airway Stenting and Tracheobronchoplasty Improve 
Respiratory Symptoms in Mounier-Kuhn Syndrome. Chest 2011;140(4):867–873. 

 
 
 
 
 
 
 
 
 
 
 
 



S552 �

© Anästh Intensivmed 2015;56:S535-S554  Aktiv Druck & Verlag GmbH

www.orphananesthesia.eu

www.orphananesthesia.eu 6

Last date of modification: May 2014 
 

This guideline has been prepared by:  
 
Author  
Rita Cataldo, Anaesthesiologist, Campus BioMedico, University School of Medicine,  
Rome, Italy  
r.cataldo@unicampus.it 
 
Co-Authors 
Benedetta Galli', Campus BioMedico, University School of Medicine, Rome, Italy  
Paola Proscia, Campus BioMedico, University School of Medicine, Rome, Italy 
 
Peer revision 1 
Sudhakar Subramani, Anaesthesiologist, University of Iowa, Iowa City, USA 
sudhakar-subramani@uiowa.edu 
 
Peer revision 2 
Eduard Krustins, Department of Internal Medicine, Pauls Stradins Clinical University 
Hospital, Riga, Latvia 
eduards.krustins@stradini.lv  
 


