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Duchenne muscle dystrophy
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McKim D, et al. Twenty-four hour noninvasive ventilation in Duchenne muscular dystrophy:
A safe alternative to tracheostomy. Can Respir J. 2013;20(1):5-9.
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Editorial
Unnatural natural history of Duchenne muscular dystrophy

When I was a medical student, some 60 years ago, | was
taught that the natural history of a disease was thc natural

“‘natural history” in different countries in relation to the support
services available, and from centre to centre in relation to

history, i.c. the natural course of the dis t any
therapeutic intervention,

The past 50 years have secen a remarkable change in the
course and prognosis of many discases as a result of th ic

specialised services ilable, and indeed from one spccidliwd
centre to her d ding on the regi being foll d and

such important I"a_jol' tactom as the age of diagnosis and

intervention and many previously fatal conditions now have a
prospect of complete cure,

Similarly in Duchenne dystrophy there have been striking
advances over the past 50 ycars in the prevention of deformities,
the y of bulation for 2--3 years wnth light
wclghl orthoses in the 1970s, and a similar ons of

nt of therapy.

It will also be essential to factor into this approach the
iatrogenic discase as a result of therapeutic regimes, such as
the complications of long-term steroid therapy: obesity, s!untmg
of growth, hyper i ion of puberty,
and vertebral fractures, bchsvmur problems, and a nsk of

i crisis following infections, or trauma, or operative

ambulation with corticosteroids in the late 1980s. The survival
also showed a dramatic improvement in the 1980s with the
duction of no mask ventilation at night at the
time of diaphragmatic failure in the late teens, and survival has
moved from the late teens to the 20s and beyond
In their timely review in the current issue of the Journal,
Ricotti, Muntoni and Voit [ 1] have covered the advances to date
and also highlighted the potential for further improvement with
the introduction of drugs that might improve respiratory and
cardiac function and the new horizons that have opened up with
the new techniques for manipulating the genetic mutations and
bringing them back into frame and potentially restoring their
function.
Ricotti et al. have now also put a cat amongst the pigeons
by suggesting the “natural history” of Duchenne has now become
a shifting target and has to be redefined as

“DMD-with-all-th to-date™.
This introduction of shlﬂmg goalpcsu has a mlmba.r of
major implications. It i ly a ence in

TEEE - B{TH

procedures,

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