Clinical assessment

Inspiratory, expiratory, bulbar muscle weakness

disordered breathing Cough peak flow

REM related sleep Ineffective cough
FVC < 60% pred <270l/min

Swallowing dysfunction
NREM and REM sleep
disordered breathing

FVC < 40% pred

Daytime ventilatory failure
FVC < 20% pred
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TABLE 3. UNIVARIATE REGRESSION ANALYSIS OF SWALLOWING VARIABLES ON INDICES OF

LEVEL OF DISABILITY

Duration of Swallowing

Number of Swallows

Number of Breathing Cycles

Coefficient R? p Value Coefficient R? Coefficient R p Value
vC -0.23 0.05 0.22 -0.22 0.05 -0.39 0.15 0.03
MIP -047 0.22 001 <« -056 0.30 0.002 <— -0.55 0.30 0.002 <«
MEP -0.43 0.19 0.02 —0.43 0.18 -0.53 0.28 0.004 4
Paco, 0.22 0.048 0.29 0.181 0.03 0.24 0.05 0.25
Al 0.26 0.068 0.17 0.241 0.05 0.35 0.12 0.06
Dysphagia 0.20 0.04 0.30 0.13 0.018 0.11 0.012 0.56

Definition of abbreviations: Al = ambulatory index (details are in the online supplement); MEP = maximal expiratory pressure;
MIP = maximal inspiratory pressure.

Terzi N et al AJRCCM 2007; 175: 269-76
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Jeppesen J Neuromusc Dis 2003;13:804-12




Role of sleep studies




Mean nocturnal SaO2 %Time ToO2>65KPa

Percent time TcCO2 > 6.5 kPa:

Significant reduction in time TcCO2 > 6.5 kPa and mean Sao2 in

NIV group Ward et al Thorax 2005;60:1019-24

Cohort treated with NIV (n=126)







ications for feeding assessment and outcome of
videofluroscopic swallow studies in Duchenne MD
Eur J Paed Neurol 2008 12 239-45 A Aloysius

et

° N=24
* Oral phase most affected

e Pharyngeal phase well triggered but weak with
inadequate clearance

e Chewing effortful
e Careful feeding history and observation very valuable

"
L

~ Feeding problems in me_r:;s?n negative MD
Philpot J et al Arch Dis Child 1999;80:542-547

® On videofluoroscopy only the youngest child
(2 years old), had a normal study.

* The others all had an abnormal oral phase
(breakdown and manipulation of food and
transfer to oropharynx).

* Nine had an abnormal pharyngeal phase, with
a delayed swallow reflex. Three of these also
showed pooling of food in the larynx and
three showed frank aspiration. These six
cases all had a history of recurrent chest
infections.







Hypercapnia Enhances the Development of Coughing
during Continuous Infusion of Water into the Pharynx

TAKASHI NISHINO, RISA HASEGAWA, TOHRU IDE, and SHIRO ISONO
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Nishino T AM J RESPIR CRIT CARE MED
1998;157:815-821.

Number of laryngeal irritations (incidenis/min)

baseline hypercapnial hypercapnial hypercapnia3
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Table 1 Respiratory characteristics of 42 Duchenne patients at inchusion

Low of antulation Age— Ventilation duration
(e (veas) - (years)

PEF Pimax— Pemay
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Tracheostomy Mean 05 nrE s
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