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Discussion

The association of intell¢gctual impairment with
Duchenne dystrophy has/long been recognised.8-?
Several studies have own that there is no
correlation between IQ/ age, and the duration or
severity of the disease.’"!! The IQ range in patients
with Duchenne dystrophy showed a normal dis-
tribution curve with/a shift to the left, and about
one-third of those with Duchenne dystrophy had an
IQ below 75.12 In'the present study, 10 out of 30
patients with Duchenne dystrophy had an IQ below
75 and there was no correlation between 1Q, age, and
severity of the disease.

In a neuropathological study, Rosman and
Kakulas! reported abnormalities in the brain of
patients with muscular dystrophy. Dubowitz and

Hi B : Mieko Yoshioka, Takehiko Okuno, Yoshihito Honda, and
Yoshihisa Nakano, Central nervous system involvement in
progressive muscular dystrophy, Archives of Disease in
Childhood, 1980, 55, 589-594.

Central nervous system involvement in progressive muscular dyvstrophy 591

Fig. 2 CT scan of a 20-year-old youth with Duchenne
dystrophy. There was slight enlargement of the
interhemispheric fissure and borh Sylvian fissures; the
cerebral convexity sulci were also apparent.

as spike or sharp wave complex and spike, were most
often seen in those with a low density area in
addition to cerebral atrophy in CMD, and among
these patients epileptic seizures occurred in 3. Half of
the patients with CMD had EEG abnormalities, but
in those with Duchenne dystrophy, spike was ob-
served in only one case and in no patient did epileptic
seizure occur.,

Fig. 4 shows the relation between CT findings and
the stage of disability. In CMD, those with a low
density area in addition to cerebral atrophy showed
severe motor disability and none could walk. Among
25 with CMD, only one could walk and again there
was a low density area seen on CT scan. In Duchenne

iz |cMD . 5 %
Duchenne o T - H
8
& : i
g [
- B
mGU' H . ° .
o) - H
407 . . 3
: o
o
0 i
ode .
o L] a2
Low density | Low density| Cerebral Mormal
ar:u area atrophy |CT findings
Cerebrol
Olrophy

Fig. 3 Relationship between CT findings and 1Q.

dystrophy, those with cerebral atrophy showed
severe motor disability compared with those with
normal CT findings.

The relationship between CT findings and age is
shown in Fig. 5. In CMD, severe CT findings were
seen in the younger age group, but in Duchenne
dystrophy, cerebral atrophy was observed in the
older patients.

Fig. 6 shows the relation between CT findings,
IQ, and age in patients with Duchenne dystrophy.
It was interesting that in these cases the older the
patient, the more severe were the CT findings.

On ophthalmological examination (Table 5), a
high incidence of myopia, weakness of the orbicularis
oculi, lack of Bell's reflex, and blinking at rare
intervals were seen in those with CMD. No pig-
mentary retinal degeneration was found and
cataracts were rare. One important finding in this
study was bilateral optic atrophy noted in several
cases. Three out of 21 patients with CMD were
diagnosed as having optic nerve atrophy and 6 more
cases were suspect. Among those with Duchenne
dystrophy, one was suspected to have optic atrophy.
In 3 diagnosed as having optic atrophy in CMD, all
had a low density area in the white matter in addition
to cerebral atrophy on CT examination. In 5
suspected cases, a low density area was found in 2
{40%;) and cerebral atrophy in 3 (60%,). One case
of Duchenne dystrophy was clearly diagnosed as
type I Duane’s syndrome, and one case of CMD was
suspected to be type II Duane's syndrome. In a case
of Duchenne dystrophy, lattice degeneration of the
equatorial retina was found. Macular degeneration
of unknown aetiology was observed in one eye of a
patient with Duchenne dystrophy.
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40
35
30
25 =g Mean age at death due to heart-related origin
20
15 ——NMecan age at death due to other origin
10 =r=NMean age at death
5

2000 2001 2002 2003 2004 2005 2006 2007 2008 2009 2010 2011 2012  year
Fig. 4 Causes of death in 3 multiple-vear periods (a) and sequential changes in mean age at death (b).

a: approximately half of the causes of death in each period had a heart-related origin, namely heart failure or arrhythmia. The next

most common had a respiratory-related origin, such as respiratory failure or respiratory infection. As a newly reported cause of death,

renal failure increased in the period from 2008 to 2012. b: the mean age of death was 32.4 years old in 2012 as compared to 26.7 years

old in 2000. The mean age of death due to heart-related and other origins gradually increased throughout the study period.

Hi - EEfE-SHEREE)IFE, BRFHUANA T —EM ARKEERIZE T SDuchenneB! O X OT4—
DFREFEEDRFFE LT (19994 ~20124F), Ea R #8$% 2014; 54; 783-790.
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