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the ipterossei, thenar and hypo-thenar groups. The
wasting is confined to these small muscles. In
th}s Patient the atrophy affects the trunk muscles
Principally, while the hand muscles are perfectly
free from any form of wasting. They differ also
as to the condition of the affected muscles. In
the spinal case they are soft and flabby, while in
our patient here they are firm, hard, and have a
knotty feeling. In the man previously seen, the
atrophied muscles are the seat of fibrillary twitch-
ng, while the muscles in this boy’s case are free
frf)m these fibrillary movements. Another marked
dlﬁere.nce is that in the case of the spinal form
there is neither true nor false hypertrophy of the
muscles, while there is here, especially in the calf.
Other points of difference are the ages at which
they n‘lake their appearance. The spinal form is
esse'ntlally a disease of advanced adult life, while
the Jl{venile form is seldom or never seen after the
tvyentleth year. They are both slowly progressive
diseases ; the juvenile is, however, much slower
tha:n the 'spi‘nal variety. In the latter the periods
ofh 1'rlxtefmlssmn are comparatively short and seldom,
'vI»:hL e :irixﬂ_zl:e lformer they are lc?ng'and frequent.
ney ditter also as to the complications that. may
arise during their course. ILast week, when we
were exam'ining the patient affected with the spinal
form, I pointed out to. you that there was marked
trex‘nb.hng of his tongue when he protruded it.
tl‘hls 1s sufficient evidence that there is commenc-
ing bulbar paralysis in his case, and is the begin-
ning of a series of symptoms that will before very
long lead to a fatal ending. In the patient before
you no such complication exists. In all the cases
of the juvenile form of progressive muscular atro-
ph)f described up to the present, no such compli-
cation has existed. Secondary sclerosis of the
Pyramidal columns is not infrequent as a result of
the changes that take place in the spinal form. It
does not occur in the juvenile form. When we
Come to discuss the pathology of the disease, it
will then be clear to you why these complications
are so frequently present in the one case and never
Present in the other. Another marked point of
, difference between these two forms of atrophy is
the fact that one is much more amenable to treat-
ment than the other, the juvenile form being much

more likely to have a favorable ending than the
Spinal.

last week of the appearances found post mortem
in the spinal variety of the disease, I mentioned
that the essential change was a slowly progressive
obliteration of the multipolar cells in the anterior
horns of grey matter of the spinal cord. The local
muscular changes were simple atrophy of the mus-
cular fibres. There is no increase of connective
tissue, no deposition of fat, and no hypertrophy of
the muscular fibres. Now in the juvenile form the
changes are wholly seated in the muscles. The
multipolar cells of the anterior horns of grey mat-
ter remain free, as do also the peripheral nerves.
The muscular changes consists in atrophy of the
muscular fibres, with here and there fibres which
have undergone hypertrophy. In advanced cases
hyperplasia of the connective tissue is very marked,
and lying between the connective tissue fibres is
seen only a small quantity of muscular fibres in an
advanced state of atrophy, which, however, still
retain their transverse striation. The most impor-
tant change is the hyperplasia of the interstitial
connective tissue, and next to this is the deposition
of a more or less quantity of fat. It is probable
that the increase in the muscular fibres is the first
phase of the morbid change, and that the later ap-
pearing connective tissue hyperplasia gives rise to
atrophy of the muscular fibres. These changes, as
we will presently discuss, are essentially those
found in cases of pseudo-hypertrophic muscular
paralysis, and the so-called hereditary form of pro-
gressive muscular paralysis. This hereditary form
of muscular atrophy has been described by Fried
reich and others, but it is essentially the same dis-
ease as we are now considering. When the dis-
ease is hereditary and sets in about puberty, the
muscles affected are those of the upper arms and
trunk, while if it sets in during childhood the atro-
phy is principally confined to the muscles of the
lower extremities.

The disease commonly called pseudo-hypertro-
phic muscular paralysis, differs but little, if at all,
from the disease with which the patient before you
is affected. Clinically, the only difference ap-
pears to be, that in the pseudo-hypertrophic paraly-
sis, we have lipomatosis, while in ‘the juvenile
form of muscular atrophy, hypertrophy is not ne-
cessarily present, and if present it is true and not
false. If this is the only difference it is quie plain
that it would be better to describe the juvenile form

They differ also in their pathology. In speaking | of muscular atrophy as being sometimes attended



