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joint laxity, marked digital contractures, typical
facies and striking difficulty in weaning from an
artificial respirator. The parents were non-
consanguineous and there was no history of
neuromuscular disease or consanguinity in the
parents.12, C15, Cl6, C17, C18, C19 and C20 are,
independently, hydrogen, an alkyl group having
from 1 to 6 carbon atoms, an alkoxy group having
from 1 to 6 carbon atoms, an aryl group having
from 6 to 10 carbon atoms, an amino group, a
halogen atom or a nitro group, and X represents
an anion of an inorganic or organic acid or an
organic cation. In a preferred embodiment, n
represents an integer of from 1 to 3 and X
represents an anion of an inorganic or organic
acid. It is also preferable to choose among
compounds of formula (lll) in which R13
represents a hydrogen atom, C1-C10 alkyl, C2-C6
alkenyl, C
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