
(Refer to page 180) 

Answer: Kyphoscoliosis 

Kyphoscoliosis describes an abnormal curva-

ture of the spine in both the coronal and sag-

ittal planes, a combination of kyphosis and 

scoliosis. The aetiologies include congenital 

malformations, neuromuscular disease, skele-

tal dysplasias and syndromes, and idiopathic 

aetiologies. Trauma is also a recognised 

cause. 

 

 Deformities can range from minor 

with few symptoms to severe and life-

threatening. The deformities lead to dimin-

ished chest wall compliance and impaired res-

piratory mechanics. Factors that contribute to 

respiratory complications include reduced ar-

ea of diffusion, ventilation and perfusion ine-

quality, alveolar hypoventilation, increased 

respiratory work and consequent increase in 

the pulmonary arterial pressures. Patients 

gradually develop hypoventilation, typically at 

night during sleep. A study on respiration 

during sleep showed that episodic hypopnoea 

occurs during REM sleep and this can worsen 

the respiratory failure. 1 These lead to hyper-

capnia and eventual chronic respiratory fail-

ure.  

 

 Respiratory tract infections can rapid-

ly precipitate an acute on chronic respiratory 

failure. The use of Non Invasive Ventilation 

(NIV) in acute infective exacerbations was 

associated with good outcomes. 2 However, 
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this was not seen in the presence of sepsis or 

septic shock. 2   

 

 Patients with neuromuscular or chest 

wall diseases (i.e. kyphoscoliosis) can benefit 

from using domiciliary nocturnal ventilation. 

Reversal of daytime respiratory failure and 

improvement of the daytime functional capaci-

ty has been demonstrated with nocturnal ven-

tilator support. It has also been shown that 

effective nocturnal ventilation can improve the 

respiratory drive during sleep and the arousal 

responses, and as well as reducing ventilator 

dependency. 3 Survival has also been shown 

to be better in patients treated with combined 

nasal intermittent positive pressure ventilation 

and long term oxygen therapy (LTOT) com-

pared to those managed with LTOT alone. 4 

High-level pressure support increases endur-

ance time, improves breathing pattern and 

oxygenation compared to low level pressure 

support.   

 

 This case highlighted the progression 

of kyphoscoliosis with gradual development of 

nocturnal hypoventilation leading to hypercap-

nic respiratory failure. Episodic acute deterio-

rations from infections lead to frequent admis-

sions for treatment. This case was also com-

plicated by bilateral pneumothoraces. Such a 

patient should be counselled for nasal noctur-

nal NIV in the early stages to maintain func-

tional capacity and to treat the daytime res-

piratory failure. Most eventually require LTOT.       
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