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ABSTRACT

Background Patients with reflex sympathetic dys-
trophy (also known as the complex regional pain syn-
drome) may have dystonia, which is often unrespon-
sive to treatment. Some forms of dystonia respond to
the intrathecal administration of baclofen, a specific
y-aminobutyric acid-receptor (type B) agonist that
inhibits sensory input to the neurons of the spinal
cord. We evaluated this treatment in seven women
who had reflex sympathetic dystrophy with multifo-
cal or generalized tonic dystonia.

Methods We performed a double-blind, random-
ized, controlled crossover trial of bolus intrathecal in-
jections of 25, 50, and 75 g of baclofen and placebo.
Changes in the severity of dystonia were assessed
by the woman and by an investigator after each in-
jection. In the second phase of the study, six of the
women received a subcutaneous pump for continu-
ous intrathecal administration of baclofen and were
followed for 0.5 to 3 years.

Results In six women, bolus injections of 50 and
75 g of baclofen resulted in complete or partial res-
olution of focal dystonia of the hands but little im-
provement in dystonia of the legs. During continuous
therapy, three women regained normal hand function,
and two of these three women regained the ability
to walk (one only indoors). In one woman who re-
ceived continuous therapy, the pain and violent jerks
disappeared and the dystonic posturing of the arm
decreased. In two women the spasms or restlessness
of the legs decreased, without any change in the dys-
tonia.

Conclusions In some patients, the dystonia asso-
ciated with reflex sympathetic dystrophy responds
markedly to intrathecal baclofen. (N Engl J Med 2000;
343:625-30.)
©2000, Massachusetts Medical Society.

EFLEX sympathetic dystrophy, also known
as the complex regional pain syndrome, is
characterized by various combinations of
sensory, autonomic, and motor disturb-
ances that often follow trauma to a limb.1:2 Patients
with this syndrome have pain and paresthesias as well
as edema, changes in the temperature and color of
the skin, and hyperhidrosis.-2 The manifestations of
motor involvement are fixed dystonic posturing, weak-
ness, tremor, and myoclonic jerks.>* The syndrome
may affect both sexes, but it is more common in wom-

en.l? Various treatments have been tried, with ques-
tionable success; they include physiotherapy, sympa-
thetic blockade, and nonsteroidal antiinflammatory
drugs.+5 Splints and plaster casts have been used for
the treatment of dystonic posturing, but these meas-
ures have often been ineffective.

The intrathecal administration of baclofen, a spe-
cific y-aminobutyric acid (GABA)-receptor (type B)
agonist that inhibits sensory input to the neurons of
the spinal cord, has proved beneficial in some patients
with dystonia.® In this study, we evaluated the effi-
cacy of intrathecal baclofen in seven women with re-
flex sympathetic dystrophy in whom the chief clini-
cal manifestation of the disorder was multifocal or
generalized fixed dystonia.

METHODS
Patients

Between February 1995 and June 1999, we studied seven
women (mean age, 45 years; range, 33 to 63) who had had reflex
sympathetic dystrophy for a mean of 13 years (range, 6 to 23).
All the women met the most commonly used diagnostic criteria
for reflex sympathetic dystrophy—namely, the combination of
continuing pain, allodynia, or hyperalgesia, in which the pain is
disproportionate to any inciting event; evidence at some time of
edema, changes in blood flow to the skin, or abnormal sudomo-
tor activity in the region of the pain; and the absence of any con-
dition that would otherwise account for the pain and dysfunction.”
In addition, all seven women had progressive, sustained, tonic mus-
cle contractions that occurred in two or more limbs and that caused
fixed posturing at rest in association with various degrees of sen-
sory and autonomic involvement (Table 1). These women were
selected from 98 consecutive patients (85 of whom were women)
with reflex sympathetic dystrophy who were seen at our institu-
tion over a two-year period. None of the men who were seen had
multifocal or generalized dystonia, and only these seven women
had such severe dystonia that invasive assessment and prolonged
invasive therapy were considered justified.

In five of the women, a precipitating event (appendectomy, an
ankle sprain, a neck injury, resection of the first rib, and lumbar
radiculopathy in one woman each) was identified; the symptoms
had begun immediately after the event in four of these women
and within three months after the event in one. In all the women,
the dystonia had started in the distal muscles of an arm or leg.
Involvement of the arms resulted in various degrees of tonic flex-
ion of the fingers (Fig. 1), except in one woman who had slight
flexion at the metacarpal-phalangeal joints, with extension and
scissoring of the fingers of both hands. Involvement of the legs
resulted in inversion and flexion of the feet, with various degrees
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