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Early accounts of dystophia myotonica
In 1886 Erb reported his findings of electrical reactions
and histology of a number of families suffering from
Thomsen's myotonia congenita.' He remarked on
"genetic heterogeneity" but this embraced cases with
muscle wasting who may have been examples of
dystrophia myotonica, as were later cases reported as
"myotonia congenita with muscle atrophy". Hoffmann'
reported a 35 year old man with myotonia and wasting
of the facial, sternomastoid and forearm muscles. In
1900 he observed a brother and sister with facial,
sternomastoid and distal limb wasting, weakness and
myotonia. Other convincing examples were described
by Rossolimo, Nonne, Passler, and Curschmann.3 Of
less certain nosology is a case claimed by some as the
first by Danna.4 A man developed from the age of 20
myotonia, ptosis, impotence and mental symptoms; he
had no recognised facial weakness but a supinator
harpoon biopsy showed internal nuclei in the myofi-
brils.

Steinert described nine patients, three to the Leipzig
Medical Society in 1904, six (including two brothers) in
his paper.5 He was mistaken in attributing the muscle
atrophy he had noticed to myotonia. In addition to the
characteristic ptosis, facial and sternomastoid weakness
he remarked on the weak voice, areflexia and in four
patients-testicular atrophy. His one necropsy case
confirmed the atrophy of muscle spindles and normal

nerve fibres within muscles; he found dorsal column
atrophy in the cord-probably due to coincidental
tabes.

Batten and Gibb recognised the disease as an entity
distinct from myotonia congenita and their 1909 paper6
includes the first photograph unmistakeably portraying
the disease. It is curious that the association with
cataracts was not noted till Greenfield's account.'
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