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Pulsed high dose dexamethasone treatment in
chronic inflammatory demyelinating
polyneuropathy: a pilot study
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Abstract

Six cycles of dexamethasone (40 mg per
day for four sequential days) every 28
days induced remissions in 10 patients
with idiopathic thrombocytopenic pur-
pura (ITP). Whether the same results
could be achieved in 10 patients with
chronic inflammatory demyelinating
polyneuropathy (CIDP) was investigated
by comparing the Rivermead mobility
index (RMI) before and after six cycles of
treatment. Three patients discontinued
treatment: one because of severe nausea
and vomiting and two because of neuro-
logical deterioration. All seven patients
who completed treatment improved on
the RMI. One of these patients had a
relapse within two months after the last
cycle and six patients were in remission
six months after the last dexamethasone
cycle.

Pulsed high dose dexamethasone
induced remissions ranged from at least
15 to 23 months. This treatment needs to
be tested against standard treatment in a
randomised study.

(¥ Neurol Neurosurg Psychiatry 1997;62:388-390)
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Several treatments may be effective In chronic
inflammatory demyelinating polyneuropathy
(CIDP).'-¢ To maintain the best possible func-
tional health status patients may need pro-
tracted treatment.”

Recently, remissions after treatment with
pulsed high dose dexamethasone have been
reported in patients with chronic idiopathic
thrombocytopenic purpura (ITP).® There are
similarities in treatment response between ITP
and CIDP. The first treatment of a patient
with CIDP with intravenous immunoglobulins
(IVIg) was based on the reports of a beneficial
effect of similar treatment in ITP.? The effects
of IVIg and plasma exchange, however, are
often short lived in patients with ITP and
CIDP and many patients who are treated with
corticosteroids have a relapse when the dosage
is reduced.

Six cycles of four sequential days with 40
mg dexamethasone per day every 28 days was
studied in 10 patients with a relapse of ITP
after standard treatment. All 10 patients had
increased platelet counts, which remained
stable for at least six months after the last dex-
amethasone cycle.? Serious side effects did not
occur and this treatment was well tolerated by
the patients.

We treated 10 patients with CIDP with
pulsed high dose dexamethasone. The first
question was whether this therapy induces
remission in patients with CIDP. The second
question was whether these patients had clini-
cally significant improvement.

Material and methods

Ten consecutive patients with CIDP were
included in the study. The diagnosis was
established by the neurologist in charge of the
patient and fulfilled the clinical and electro-
physiological criteria of the Ad Hoc
Committee.'? All patients were deteriorating at
the time of enrollment. Dexamethasone was
given in six cycles; 40 mg per day for four
sequential days in weeks 1, 4, 7, 11, 15, and
19.

Remission was defined as a treatment free
period of six months after the last dexametha-
sone cycle during which clinical improvement
was maintained and deterioration did not
occur. Changes in functional health status
were measured with the Rivermead mobility
index (RMI). In this scale the ability to per-
form the following activities without help of
another person is scored: turning over in bed;
getting from lying to sitting; maintaining sit-
ting balance; getting from sitting to standing;
standing unsupported; transferring; walking
inside with an aid if needed; managing stairs;
walking outside on even ground; walking
inside with no aid; picking up something from
the floor; walking outside over uneven ground;
bathing; going up and down four steps with no
rail; running 10 m without limping. The high-
est score, 15, is the best status. Maximum dis-
agreement between two observers was never
greater than two points.'! Clinically significant
improvement was defined as improvement of
three or more points on the RMI.

Before the first cycle, after the last cycle,
and six months after the last cycle or earlier if
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Characteristics of the patients

RMI scoref Remission after
Sex, Duration of d h
No age (3) CIDP (months) At baseline After last cycle Six months later (duration in months) Adverse events
1 F, 60 5 2 10 14 No None
2 M, 57 7 8 15 15 Yes (22) None
3* F, 56 19 10 11 12 No Weight gain, malaise, vomiting
4 M, 63 3 3 15 15 Yes (23) None
5 M, 47 9 2 15 15 Yes (22) Slight agitation during 6th cycle
6 M, 28 5 4 15 15 Yes (21) None
7 M, 24 7 2 0 15 No Deterioration of weakness
8 M, 71 12 11 13 14 Yes (18) Moderate agitation
9* M, 55 3 9 0 1 o Slight agitation, perspiration
10 M, 49 11 8 12 13 Yes (15) Increased blood pressure during

1st cycle, moderate agitation,
mood changes

*Patients 3, 7, and 9 did not complete the treatment.
1RMI = Rivermead mobility index (0 = minimum; 15 = maximum).

deterioration occurred, the neurologist in
charge of the patient carried out an evaluation.
Side effects were assessed after each cycle.

We analysed the number of patients who
reached remission of at least six months, the
changes in functional health scores of each
patient, and the side effects of treatment.

Results

The table shows the characteristics of the 10
patients. Nine patients had a mixed sensori-
motor neuropathy and one (7) had a symmet-
ric, pure motor neuropathy. Six patients had a
relapsing-remitting course before dexametha-
sone treatment was started. Five of these (1, 2,
5, 6, 7) had previously shown a beneficial
response to IVIg and one (3) had not
responded to IVIg but improved after pred-
nisone and azathioprine. There were four
patients (4, 8, 9, 10) newly diagnosed with
CIDP. Two patients (4, 9) had a chronic pro-
gressive course and two (8, 10) had a chronic
progressive course with fluctuations in neuro-
logical signs and symptoms. One of these two
patients had an IgA nephropathy which had
probably not caused his neuropathy.

Three patients (3, 7, 9) did not complete
dexamethasone treatment. In one patient (3)
treatment was stopped because of severe nau-
sea, vomiting, and weight gain during treat-
ment. Dexamethasone was started because she
had a relapse while taking 20 mg prednisone
daily. After two cycles, dexamethasone was
stopped and prednisone was continued. Her
neurological signs and symptoms slowly
improved. In two patients treatment was
stopped because of deterioration of neurologi-
cal signs and symptoms. One (7) had a pure
motor form of CIDP, with a beneficial
response to IVIg. He deteriorated dramatically
after dexamethasone, and later also after three
days of 1 g intravenous methylprednisolone
and after five days of 500 mg intravenous
methylprednisolone, but each time he again
improved after IVIg. He reached the maxi-
mum RMI score after IVIg, but was still
dependent on repeated IVIg infusions. The
second patient (9) continued to deteriorate
after two cycles of dexamethasone. He did not
improve after either IVIg or plasma exchange
but stabilised after five months of progression.
Slight signs of improvement were later on
noted but he was still confined to a wheelchair.

Seven patients completed treatment. Six
patients had remissions sustained until now
(15 to 23 months after the last cycle), and one
(1) had a relapse within two months after the
last dexamethasone cycle. This patient was
previously known to respond beneficially to
repeated IVIg infusions. The relapse after dex-
amethasone treatment was successfully treated
with another three cycles of dexamethasone
and methotrexate (MTX). With low weekly
doses of MTX as a single treatment she is still
improving.

All seven patients who completed treatment
improved in functional health status, as mea-
sured with the RMI. Improvement of four
points or more on the RMI was noted in all
patients, except for patient 8 who improved
two points during treatment. At follow up he
had further improved to three points.

Four of the seven patients (1, 2, 5, 6) who
improved during dexamethasone treatment
had previously responded favourably to IVIg.
These patients had not had remissions of at
least six months duration before dexametha-
sone was started. The other three patients (4,
8, 10) had not received any treatment before
dexamethasone treatment was started. Patient
3 was the only one receiving other immuno-
suppressive treatment (prednisone (20 mg), in
between two dexamethasone cycles).

Five patients experienced side effects during
dexamethasone treatment (table).

Discussion
In this study we found that six of 10 consecu-
tive patients with CIDP were in remission six
months after the last cycle of pulsed high dose
dexamethasone treatment. Seven patients
completed treatment and improved in terms of
functional health status. Five patients experi-
enced side effects varying from slight to severe.
Our results differ from those of the study in
patients with ITP as not all of our patients
reached remission. Moreover, treatment was
less well tolerated. Treatment was discontin-
ued in one patient because of side effects, in
one patient because of further neurological
deterioration, and in one patient because of
severe increase of muscle weakness within one
week after onset of dexamethasone treatment.
This patient had a pure motor form of CIDP.
Donaghy ez al described four patients with
purely motor CIDP who deteriorated within
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one month after starting oral prednisolone
treatment. They concluded that steroids
should be used with extreme caution, if at all,
in this type of CIDP.!?

By contrast with the patients with I'TP, our
patients were not refractory to other treat-
ments. Four of seven patients who responded
to dexamethasone treatment had responded to
IVIg during previous relapses and three of the
seven patients had not been treated before.

Although not all of these patients with
CIDP reached remission after six months, the
results of this study are promising when com-
pared with other studies that analysed remis-
sion in CIDP.!*> Up to 70% of the patients
with CIDP relapse when the dose of steroids is
reduced and treatment schedules lasting two
years have been recommended.'* Of 41
patients with CIDP who responded to IVIg,
73% needed repeated immunoglobulin infu-
sions for at least six months, and 50% still
needed treatment after two years.!*

This pilot study suggests that pulsed high
dose dexamethasone treatment may induce
clinically significant improvement and remis-
sions in a substantial proportion of patients
with CIDP. The side effects are acceptable
when remissions are sustained. This treatment
regimen of steroids needs to be tested against
standard treatments for CIDP.

We thank M de Visser, W Weststrate, JJ Korten, and JA L
Vanneste for including patients in this study.

This work was presented at the Sixth Meeting of the
European Neurological Society, The Hague, The Netherlands,
8-12 June 1996.
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