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We are grateful to Professor ES Watkins Matters arising
for allowing us to report this case.
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Exteroceptive reflexes abnornalities in
stiff-man syndrome

Sir: We read with interest the electro-
physiological studies of a case of stiff-man
syndrome by Meinck et al.' The authors
analysed the properties of exteroceptive
reflexes circuitry by means of stimulation of
a limb mixed-nerve trunk. They showed that
exteroceptive reflexes are pathologically
enhanced in stiff-man syndrome, in so far as
they lack habituation, show lowered thresh-
old and simultaneous co-contraction of
antagonistic muscles. In a previously
reported case of stiff-man syndrome we
observed comparable abnormalities of
exteroceptive reflexes.2 By means of stimu-
lation of both mixed and purely sensory
nerve trunks we demonstrated that extero-
ceptive reflexes lacked habituation phenom-
ena and that they induced co-contraction of
antagonistic muscles. Furthermore, extero-
ceptive reflexes were elicited only by their
specific stimuli and only at the specific site of
stimulation, without any enlargement of
their receptive field. In contrast, we observed
that monosynaptic reflex activity behaved
substantially normally. Thus Meinck et al.'s
data confirm our previous findings in show-
ing that isolated abnormally enhanced
exteroceptive reflexes activity underlines the
major electrophysiological abnormalities in
stiff-man syndrome. As regards the
involvement of the central nervous system in
stiff-man syndrome, we recall that the
prevalence of generalised epilepsy in this
syndrome is about 10%, that is, much higher
than among the general population.2
Furthermore abnormal muscular activity in
stiff-man syndrome completely disappears
during sleep, a behaviour typical of centrally
originating motor disorders.3 These findings
lend indirect support to the hypothesis that
the loss of inhibitory control of extero-
ceptive activities reflects a more diffuse
central derangement. The absence of any
pathological correlates in the few cases nec-
ropsied, further shows that stiff-man
syndrome is a functional rather than a struc-
tural disturbance.2 6

P MARTINELLI
P MONTAGNA

From Institute of
Neurology of University

of Bologna, Bologna
Italy

References

' Meinck HM, Ricker K, Conrad B. The stiff-man
syndrome: new pathophysiological aspects
from exteroceptive reflexes and the response
to clomipramine, clonidine, and tizanidine.
J Neurol Neurosurg P.sychiatry 1 984;47:280-7.

2 Martinelli P, Pazzaglia P, Montagna P et al.
Stiff-man syndrome associated with nocturnal
myoclonus and epilepsy. J Neurol Neurosurg
Psychiatry 1978;41:458-62.

3Montagna P, Cirignotta F, Zucconi M et al. Evo-
lution during sleep of abnormal muscular
activity arising in the peripheral nervous sys-
tem. 4th APSS Symposia Abstracts, Bologna,
July 18-22, 1983, 78.

4Asher R. A woman with stiff-man syndrome.
Br Med J 1958;1:265-8.

'Cohen L. Stiff-man syndrome: two patients
treated with diazepam. JAMA 1966;195:
222-4.

6Trethowan WH, Allsop JL, and Turner B. The
"stiff-man" syndrome. Arch Neurol
1 960;3:448-56.

Meinck replies:
The fact that exteroceptive stimuli induce
irradiating spasms in the stiff-man syn-
drome has been described earlier than was
suggested by Martinelli and Montagna (for
example' - 3) . The contribution of Mar-
tinelli et al4 to this particular problem con-
sists of three sentences, namely the state-
ment that "polysynaptic flexion and exten-
sion reflexes ... were normal" whereas
"non-nociceptive reflexes... behaved
abnormally, lacking habituation pheno-
mena and exhibiting co-contraction..."
(p. 459), and the suggestion of "abnormal
functions, even if not specific..., of the
polysynaptic system" (p. 461).
Besides having difficulties in understand-

ing the exact meaning of their somewhat
sibylline statement, I think that we did not
confirm Martinelli et al's (or others) previ-
ous results, but substantiated their observa-
tions by means of a systematic analysis.

In my opinion, the author's calculation
of prevalence rates for generalised epilepsy
in the stiff-man syndrome is seriously
affected by at least two factors: firstly,
treatment of the stiff-man syndrome is
usually performed with longterm administ-
ration of benzodiazepines at high dosages,
resulting in a high risk for epileptic seizures
during withdrawal5. Secondly, the term
" stiff-man syndrome" most probably com-
prises a wide variety of disorders which
have in common muscular stiffness and
spasms, but are poorly understood with
regard to their individual aetiology and
pathogenesis. The author's hypothesis of
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"a more diffuse central derangement" in
the stiff-man syndrome might reflect the
diffuse understanding of the pathophysiol-
ogy of this and related syndromes.
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Neurological findings in Miller-Fisher
syndrome

Sir: I have read with interest the article
"Neuropathological findings in Miller
Fisher syndrome" by Phillips et al.' The
syndrome of ophthalmoplegia, ataxia and
areflexia is attracting new interest, and there
seem to be purists who believe that all its
features, including the "cerebellar" type
ataxia, are due to some form of "unusual"
dysfunction of the peripheral nerves.2 The
classical case, in the presence of the three
cardinal features, shows remarkable absence
of motor and sensory signs in the limbs.3
Evidence of brain stem involvement in
Miller Fisher syndrome is based on patholo-
gical reports of abnormalities in the mid-
brain and pons in three cases3-5 and the
presence of CT scan evidence of brain stem
lesions in several classical cases.3 6 7
The relationship of Miller Fisher syn-

drome to the acute inflammatory poly-
neuropathy (Guillain-Barre syndrome) is
,not clear. It seems that Miller Fisher syn-
drome represents one of the ways in which
the central nervous system responds in a
"hypersensitive" or "allergic" manner to
some external and possibly infective chal-
lenge.3 Thus it could represent one end of a
spectrum where the pathological process lies
entirely in the brainstem, while at the
-opposite end is the acute inflammatory poly-
neuropathy where the brunt of the disease
falls on the peripheral nervous system. In
between there might be cases in which both
the central and the peripheral nervous sys-
tems are involved. This idea does not conflict

with the fact that cranial nerve dysfunction
and even a complete ophthalmoplegia can be
seen in the course of acute inflammatory
polyneuropathy, where the pathological
findings will be limited to the peripheral
nervous system.

Phillips et ars patient presented with total
ophthalmoplegia, proximal limb weakness,
profound sensory disturbances and neuro-
physiological evidence of involvement of the
peripheral nerves. This does not conform to
the classical description of Miller Fisher syn-
drome. Moreover, they were unable to dem-
onstrate abnormalities in the third, fourth
and sixth cranial nerves, partly because it
was not possible to examine the distal
portions of these nerves, but the proximal
portions were normal. The crucial issue
seems to be that the central nervous system
was reported as normal. Thus, the patholo-
gical evidence presented only serves to
explain the limb signs and stops well short of
explaining the ophthalmoplegia.

AMER SN AL-DIN
Dept. of Medicine
Kuwait University,

PO Box 24923
Kuwait

References

93

"three cardinal features". All should be
present for the diagnosis to be made and all
were present in our patient. Two of
Fisher's three patients had sensory distur-
bance and weakness of the limbs was ques-
tioned in one. Therefore, we do not think
that the presence of these two features
weakens our diagnosis in any way. Our
patient's illness does conform to Fisher's
description.
The article claimed to describe the clas-

sical case giving details of 18 patients, half
of whom did not show all three of these
cardinal signs. (Six with preserved reflexes
and three without ophthalmoplegia).2 If
one changes a diagnostic criterion, then the
"classical" case may also change.
Our post-mortem specimens demons-

trated ample evidence of extensive
demyelination in the peripheral nerves, so
Miller Fisher syndrome cannot represent
"one end of a spectrum where the
pathological process lies entirely within the
brain stem".
We agree the histologically normal brain

stem and cerebellum were crucial findings.
Whatever caused the ophthalmoplegia, it
was not brain stem encephalitis and a
peripheral lesion seems more likely than a
central one.
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Phillips and Stewart reply

The classical description must be that of
Fisher. The syndrome he described was
one of ophthalmoplegia, ataxia and areflex-
ia.' These are presumably Dr Al-Din's
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