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Airway clearance techniques in neuromuscular disorderse : A state of the art review

Michelle Chatwin, Michel Toussaint, Miguel R. Goncalves, et al. Respiratory Medicine 136 p98-110 2018
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Editorial

Unnatural natural history of Duchenne muscular dystrophy

When 1 was a modical student, some 60 years ago, | was
taught that the matural history of a discasc was the natural
history, ic. the natural course of the discase without amy
therapeutic intervention.

The past 50 years have socn a romarkable change in the

“maturz] history™ in different countrics in relation to the support
scrvices available, and from centre to centre in relation to
specialised services available, and indeed from one specialised
centre to another depending on the regines being followed and
such important major factors as the age of diagnosis and

course and prognosis of many discases as a result of th
intervention and many proviously fatal conditions now have a
prospeet of complete cure.

Similarly in Duchenne dystrophy there have boeen striking
advances over the past S0 ycary in the prevention of deformitics,
the p of ¢ d ambul for 2--3 ycars with light
weight orthoses mn the 1970s, and a ssmular extensson of
ambulation with corticosteroids in the late 1980s. The survival
also showed a dmmatic tmprovement in the 1980s with the

tion of mask vestilation at night at the
time of disphragmatic failure in the late toens, and survival has
moved from the late toens to the 20s and beyond

In their timely review in the current issuc of the Journal,
Ricotti, Muntoni and Vot | 1] have covered the advances to date
and also lighhghted the potential for further improvement with
the introduction of drugs that muight mmprove respirstory and
cardiac function and the new horizoas that have openod up with
the new tochniques for manipulating the genotic mutations and
bringing them back into frame and potentially restoring their
function

Ricotti et al. bave now also put a cat amonagst the pigcons
by suggesting the “nasural history™ of Ducheane has now become
a shifing targer and has w0 be redefined as
“DMD-with-all-the-interventions-to-date™.

This introduction of shifting goalposts has a number of

major implications. It i d ly doces a diffe in

TEEE - B{TH

e of therapy.

It wall also be essential 1o factor into this approach the
tatrogensc discase as a result of therapeutic regimes, such as
the complications of long-term steroad therapy: obesity, stusting
of growth, hypertension, suppe of puberty, P
and vertebral fractures, behaviour problems, and o risk of
Addisonian crisis following infections, or trauma, or operative
procedures.

The Queen’s English 1s usually peetty precise and | think it
would be prudent to retain the time-honoured and clearly
defimed natural history to reflect just that, and 10 use other
equally well-defined terms such as prognosis, course and
outcome to reflect changes from the natural history
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