
NEUROMUSCULAR DISORDERS

GUILLAIN-BARRE SYNDROME OUTCOME
The prognostic indicators and outcome in 297 patients with Guillain-

Barre syndrome were analysed at the Istituto di Ricerche Farmacologiche
'Mario Negri', Milan, Italy. Patients, recruited from Italian centers, were
followed for 24 months or until recovered. Only 5% were children <15 years;
approximately 50% were older than 50 years. The commonest antecedent
illnesses were influenza (26%), URI (15%), and gastroenteritis (9%).
Immunizations were causative in 5 patients: influenza vaccine in 4 and DPT in
1. The mean times to nadir, improvement and recovery were 12, 28 and 200
days; 71% recovered, 16% had residua, and 11% died. Cardiac arrest with
dysautonomic syndrome was the main cause of death. The percentage with
respiratory failure increased with age (7% <35 years, 31% >35 years).
Predictors of a more favorable outcome included young age at onset, influenza
antecedent illness, mild symptoms and signs, short latency to nadir, short
duration of active disease, and normal or demyelinating electrodiagnostic
features. Prognosis was less favorable in older patients, with gastroenteritis
antecedent illness, respiratory insufficiency, long latency to nadir, long
duration of active disease, and axonal damage. Treatments were effective only
during the active phase and did not influence chance of recovery. (Beghi E,
Bono A, Bogliun G, et al. The prognosis and main prognostic indicators of
Guillain-Barre syndrome. A multicentre prospective study of 297 patients.
Brain Dec 1996;119:2053-2061). (Respond: Dr Ettore Beghi, Instituto di Ricerche
Farmacologiche 'Mario Negri', Via Eritrea, 62-20157-Milano, Italy).

COMMENT. Guillain-Barre syndrome can no longer be regarded as an
acute or subacute demyelinating inflammatory polyradiculopathy with a
favorable outcome and complete recovery in a majority of patients. Recent
reports of cases with a less favorable prognosis have been asociated with
antecedent Campylobacter enteritis, axonal damage and a positive response to
anti-GMl antibodies. This multicenter, prospective study supports the concept
of a heterogeneous disorder with variable prognosis, dependent on age,
antecedent illness, axonal damage, and duration of active disease. Perhaps the
antecedent illness and the causative role of vaccines, especially influenza,
require more attention.

Immune globulins are effective and safe in severe childhood-onset
Guillain-Barre syndrome, according to a multicentre prospective study of 26
children reported from the Rambam Medical Center, Haifa, Israel. (Shahar E,
Shorer Z, Roifman CM, et al. Pediatr Neurol Jan 1997;16:32-36).

HEREDITARY MOTOR AND SENSORY NEUROPATHY IIB
The clinical and electrodiagnostic features of 10 adults in a family with

axonal, autosomal dominant, hereditary motor and sensory neuropathy (HMSN
IIB), with linkage to chromosome 3q, are reported from Washington
University School of Medicine, St Louis, MO. Symptomatic age at onset is in the
second or early third decade; 7 of 10 subjects noted foot drop or weakness while
in high school. Some complained of diminished sensation in the feet and
toe/foot ulcerations. Intrinsic hand muscles were mildly affected in younger,
and wrist and finger extensors in older patients. All had pes cavus or hammer
toes. Ankle reflexes were reduced. Electrodiagnostic studies showed a distal
sensorimotor axonopathy with normal motor conduction velocities. The
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