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Nocturnal Restless Arms and Face Improved by Dopamine
Agonist: Is It a Variant of Restless Legs Syndrome?
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Restless legs syndrome (RLS) is a sensorimotor disease char-
acterized by abnormal sensation in legs and motor restlessness
that often has a profound impact on sleep.' Essential diagnos-
tic criteria include 1) an urge to move the legs usually accom-
panied or caused by uncomfortable and unpleasant sensations
in the legs; 2) symptoms begin or worsen during periods of
rest or inactivity such as lying or sitting; 3) symptoms are par-
tially or totally relieved by movement such as walking or stret-
ching; 4) symptoms are worse in the evening or night than
during the day; 5) the above is not primarily explained by oth-
er medical or a behavioral condition like myalgia, leg edema
and positional discomfort.!

RLS is treatable condition that generally responds well to
dopaminergic agent. And the non-ergot dopamine agonists
such as pramipexole are effective in the treatment of RLS. Al-
though the symptoms of RLS usually appear in the legs first,
extension to other body parts is relatively frequent. However,
isolated body parts other than the legs have rarely been in-
volved. We report a case of nocturnal restless arms and face
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The symptoms of restless legs syndrome (RLS) usually involve legs and can extend to other body parts.
However, isolated body parts other than leg have rarely been involved. A 32-year-old woman had abnormal
sensations of both forearms and face during night, which caused a difficulty falling in sleep. The symptoms
were relieved by shaking and rubbing. She experienced a clear benefit from pramipexole, but a recurrence
of restlessness was followed in both arms subsequent to pramipexole withdrawal. Finally, she had been pre-
scribed a dose of 0.375 mg, which was well tolerated for 6 years. We report a case of nocturnal restless arms
and face without leg involvement, which was like RLS in terms of clinical criteria except lesion site.
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without leg involvement, which was improved by dopamine
agonist.

Case Report

A 32-year-old woman presented for evaluation with un-
comfortable sensations in the forearms and lower face, which
she had experienced for several months (Fig. 1). She reported
her sensations as tingling, burning, itching and sometimes
said she feels electrical currents are passing or worms are mov-
ing. These abnormal sensations appeared during the periods
of inactivity such as lying posture and worsened in the evening
and/or at night, resulting in difficulty in falling asleep due to
an urge to move upper limbs at rest. These symptoms also oc-
curred while sitting in a chair for 3-4 hours during the day.
The symptoms were relieved by shaking and rubbing her fore-
arms and face. She did not complain of leg cramp or muscle
soreness, and her symptoms did not improve with simple pos-
ture changes. Although the symptoms were limited to forearms
and lower face, they met diagnostic criteria of International
RLS Study Group (IRLSSG)." Her past medical history was un-
remarkable. She was not taking any regular medications. Skin
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Nocturnal Restless Arms and Face

Figure 1. Distribution of sensory symptoms by patient’s self draw-
ing. Sensory symptoms are limited to the forearms, hands, and
lower face.

lesions, leg edema or other focal neurological signs were ab-
sent. She reported no a family history of RLS. Her serum ferritin
level was 169 ng/mL (13-150), hemoglobin was 13.9 g/dL
(12.0-16.0), total iron binding capacity was 284 pg/dL (254—
437) and iron was 122 ug/dL (43-186). All levels were in nor-
mal range. And the results of her other blood chemistry tests
including thyroid function were unremarkable. A nerve con-
duction study did not show any evidence of neuropathy. Ini-
tially, 0.125 mg of pramipexole was started and her nocturnal
restless symptoms in the forearms and face showed much
improvement after a gradual titration to 0.375 mg over 4-5
months (International RLS Severity Scale 30 to 2). She expe-
rienced a clear benefit from pramipexole, but a recurrence of
restlessness was followed in both arms subsequent to prami-
pexole withdrawal. The symptoms were relieved again when
the medication was re-administered. Her nocturnal symptom
fluctuated with multiple instances of decrease and increase in
pramipexole administration. Her symptoms have been well
responded to pramipexole. Finally, she had been prescribed a
dose of 0.375 mg, which was well tolerated for 6 years.

Discussion

Our patient met the major criteria of RLS except the involved
body part and responded to treatment with a dopamine ago-
nist. Symptoms did not extend to other body parts beyond the
arms and face. Involvement of other body parts along with
the legs in RLS is relatively frequent.” Although the most fre-
quently involved areas are the arms, abnormal sensation could
accompany anywhere in the body including the trunk, hips,
shoulder, neck, genitals, and face.” In addition, most of them
usually occurred in patients with severe RLS or late course of
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the disease. However, isolated body parts other than the leg
like our case have rarely been involved.** A previous report
indicated that the nocturnal unpleasant sensations were first
localized to the arms and responded to a dopamine agonist,
and then extended to the legs over a few years.” In contrast, in
our patient, the sensations did not extend to the leg for 6 years.
Other patients have experienced difficulty in maintaining
sleep due to abnormal sensations, which were localized to only
abdomen.” They also responded well to dopamine agonists,
similar to our case.

A study investigated topography sensory symptoms of RLS
based on clinical information but none of existing theories can
explain why RLS symptoms mostly begin in the lower limbs,
and why, in some cases, the leg symptoms extend to other
body parts. It is hypothesized that pathophysiology of RLS in-
timately involves a dysfunction of dorsoposterior hypotha-
lamic dopaminergic A11 cell group with descending pathways
that target preganglionic sympathetic neurons, dorsal horn
regions, interneurons, and somatic motor neurons, and a pos-
sible dysregulation in the excitability of the spinal cord net-
works.” The loss of A11 dopamine modulation of the dorsal
horn could result in disinhibition of sensory inputs, and there-
by, favor the occurrence of abnormal visceral or muscle sen-
sations. An abnormal sensation of this case was localized only
in both hands and face, but not in legs, which could be inap-
propriate to compare with RLS because involvement of the
legs is obligatory on IRLSSG criteria. Previous reports suggest
the cases like this patient as variants of RLS and had good re-
sponse to dopamine agonist.

The symptom in the present case was well controlled by a
pramipexole 0.375 mg during the 6-year follow up. The symp-
tom fluctuations according to dosage variations could ex-
clude the placebo effect. When the dosage was reduced, her
symptoms aggravated. Proper dosage relieved her symptoms
which could rule out the possibility of placebo effect.

In cases where abnormal sensations on body parts besides
the legs are similar to RLS symptoms with circadian varia-
tion, that is, if the symptoms worsen in the evening and/or at
night, we hypothesize possibility of a variant of RLS, even
though further research should be conducted to clarify this
by obtaining sufficient clinical data. We also carefully suggest
that dysregulation of dopaminergic transmission from hypo-
thalamus to spinal cord, which is topographically localized to
arm and face, might be possible mechanism. And we recom-
mend empirical treatment with a dopamine agonist. This case
showed the similar symptoms like RLS except body parts
that are involved in RLS and improved by dopamine agonist,
pramipexole.
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