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What are we dealing with?

• Impaired cough, resulting in poor 
clearance of lower airway secretions

• Hypoventilation during sleep
• Chest wall and lung underdevelopment
• Recurrent infections that exacerbate 

muscle weakness and the integrity of the 
lung tissue
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It’s All About Breathing

• Stomach breathing: chest muscles are weak and 
the diaphragm is the major muscle used for 
breathing.  When the diaphragm pulls down this 
pulls the ribs down too which makes it appear 
that the stomach expands.

• Bell shaped chest: looks wider at the bottom 
which is also due to the weak muscles of the 
chest

• Sunken chest/Pectus excavatum: Sternum 
appears sunken, children have a more compliant 
(flexible) chest



SMA Myths

• SMA is a lethal disease process. There is 
nothing you can do. 



SMA Facts

• Children with SMA of all types are doing 
better than ever before.  There is currently 
no cure, but research is underway and 
therapies may be available in the future.



SMA Myths

• You have no choices.



SMA Facts

• Treatment options are available (though 
they may be labor intensive) and are more 
supportive, not curative.



SMA Myths

• You have no support



SMA Facts

• There are many families and support 
groups available! Just ask. That is why 
were are all here today!



SMA Myths

• A tracheostomy is a sign of failure.



SMA Facts

• A tracheostomy represents just another 
treatment modality.  It is a choice and it is 
not for everyone.



Three Key Approaches
(which can be difficult decisions)

• Non-Invasive respiratory care
• Invasive respiratory care
• Palliative care



Non-Invasive Respiratory Care
(NIPPV)

• Chest 
physiotherapy/percussion

• Suctioning
• Cough Assist
• Bipap (NOT CPAP)



Invasive respiratory care

• Intubation (in an acute illness)
• Tracheostomy with ventilator support



Tracheostomy Indications
• NIPPV no longer effective at treating hypoventilation

• NIPPV not tolerated by the patient

• Excessive oral secretions puts patient at risk for aspiration

• Care for patient with NIPPV beyond the capabilities of the 
family

• Resources for outpatient management with NIPPV not 
available in the community

• Failure to extubate patient who has been intubated (for 
what ever reason).  This assumes proper methods of 
extubation were employed



Tracheostomy Advantages

• Allows for assisted ventilation
• Airway is protected from aspiration
• Increased ease in suctioning excessive 

secretions (if needed)
• No NIPPV mask pressure sores or facial 

remodeling
• Treats obstructive sleep apnea (if present)
• In select cases, may be a temporizing 

measure until extubation is possible



Other Advantages

• Freedom
– night out for the parents
– more mobility

• getting to doctor’s office/hospital
• shopping
• vacations

• Increased support in the home
– more skilled nursing care
– more nursing aid hours
– (make sure you have a good case 

manager)



Tracheostomy Disadvantages
• Unsightly

• Diminished cough
• Risk of infection
• Secretions

• Speech problems
– trouble understanding child
– never develop speech

– loose ability to speak
• Dysphagia
• Bradycardia

• Desaturations
• Ventilator dependency
• Loss of airway (if the tube 

comes out)

• Increased hospitalizations

• Suprastomal  damage
– granulation tissue
– airway collapse

• Subglottic damage
– granulation tissue
– tracheomalacia
– tracheomegaly
– tracheal erosions
– fistula formation
– Subglottic stenosis

• Bleeding
– suction catheter trauma
– arterial erosion



Infections
• Keeping the tracheostomy site clean

• Colonization versus infection 
– Pseudomonas
– Other organisms

• Use of antibiotics
– Topical versus oral versus IV versus inhaled

• Changing out the tracheotomy tube
– How frequently (usually weekly)
– Indications



Trachs and Vents

• Duration of ventilation
– Nocturnal (capping tracheostomy tube during 

the day)
– On demand daytime ventilation 
– Continuous  daytime ventilation

• Portability of ventilator
– Easily attaches to the wheelchair



• More likely to occur in SMA Type 2
• Close ENT follow up required
• Two methods of decannulation:

– gradual tracheostomy tube downsizing
– bronchoscopy and one-step decannulation

• Closure of stoma
• Acute versus late onset airway obstruction

Can it come outCan it come out
((DecannulationDecannulation))



Key Points: Trachs

• Elective tracheostomy is better than 
emergency tracheostomy

• Long-term treatment plan is best 
determined in times of health. The middle 
of an acute decompensation (especially 
one which was predictable) is not the best 
time to be making these types of decisions



Pediatric Palliative Care
Helping children and their families through the Helping children and their families through the 
difficulties of an advanced illness difficulties of an advanced illness -- four areas of care four areas of care 
provide support:provide support:

Coordinated Communication 
Supportive Care
Advanced Care Planning
Relief of Pain and other 
Symptoms

““ Sometimes, being the very, very best parent Sometimes, being the very, very best parent ---- which which 
is what every parent wants to be is what every parent wants to be ---- does not mean does not mean 
fighting to cure, but fighting to do the best you c an fighting to cure, but fighting to do the best you c an 
for your childfor your child ’’s quality of life...s quality of life... ””

Ann GoldmanAnn Goldman
Great Ormond Street Hospital, LondonGreat Ormond Street Hospital, London



Choices and Care Decisions
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Palliative Care

• “Palliative care includes, not only symptom 
management, comfort care and family 
services, but also the timely delivery of 
information regarding diagnosis, 
prognosis, treatment effectiveness and 
burden of treatments.”

Infant and Child Deaths in Acute Care Settings: Implications for Palliative Care.  Brandon, D. et al.  
Journal of Palliative Medicine.  August 2007.



The Team You Need!

• Pulmonologist
• Neurologist
• Orthopedist
• Sleep physician
• 1o Care physician
• Nursing
• Nutritionist

• Respiratory therapist
• Physical therapist
• Occupational 

Therapist
• Speech Therapist
• Social work
• (Palliative care)


