
W
ell-designed and easy 
to use rating scales can
allow the clinician to
quantify the impact
movement disorders have

on a patient’s quality of life. Recorded 
at each visit, they allow for objective
assessment of disease progression 
over time. Last month, in part one of this
article (available at www.avondalemed-
ical.com/PN_archive.htm), we discussed
the clinical uses of rating scales for atax-
ia, dystonia, tremor, spasticity, tics and
Tourette’s syndrome, and psychogenic
movement disorders. This month we
conclude with a look at scales for
Parkinson’s and Huntington’s diseases,
restless legs syndrome, dyskinesia, multi-
ple system atrophy and progressive
supranuclear palsy.

Restless Legs Syndrome
The International Restless Legs
Syndrome Study Group Rating Scale
(IRLS) is a patient-completed subjective
10-item scale that has been validated in a
multicenter study of 196 patients with
RLS and 209 control subjects. The IRLS
was found to have high levels of internal
consistency, interrater reliability, test-
retest reliability over a two to four-week
period, and convergent validity. Indi-
vidual items showed excellent item-
response characteristics. The IRLS has
acceptable construct validity, internal
consistency, and concurrent validity—
correlating with disease severity and
objective measures (the results of the
Suggested Immobilization Test, i.e., the
number of periodic limb movements
during wake and sleep). The IRLS is also

sensitive to changes with treatment and
over time. The IRLS is available at
mdvu.org.

The Restless Legs Syndrome Quality
of Life Questionnaire is a 17-item ques-
tionnaire with four subscales that assess
quality of life over the previous four
weeks. It has been shown to be sensitive
to changes in health status over a two-
week period and to have acceptable
internal consistency reliability and test-
retest reliability.

Parkinson’s Disease
The Hoehn & Yahr Scale measures the
severity of two aspects of Parkinson’s dis-
ease—disability and impairment—with
results provided as a stage, i.e., stages 1
through 5. Although this scale is easy to
use and is in wide clinical use, it has not
been clinimetrically validated and does
not fully encompass all aspects of the dis-
ease (see Table 1).

The Parkinson’s Disease Question-
naire-39 is a self-report measure of the
impact of specific symptoms of
Parkinson’s disease on quality of life. The
39 items are typically not measured in
standard quality-of life-instruments;
therefore, this questionnaire is often used
in conjunction with the SF-36 or other
similar instruments. The eight domains
covered by the Parkinson’s Disease
Questionnaire-39 include: Mobility (10
items), ADL (six items), emotional well-
being (six items), stigma (four items),
social support (three items), cognition
(four items), communication (three
items) and bodily discomfort (three
items). 

The scores on these domains range

from 0 (the least-impaired self-perceived
health) to 100 (more severe self-per-
ceived symptoms of Parkinson’s disease).
Each domain is rated separately, provid-
ing individual domain scores, or a single
index score, called the Parkinson’s
Disease Summary Index. 

This scale has been determined to be
internally reliable and valid. The Parkin-
son’s Disease Questionnaire-39 has been
shown to have good internal reliability,
test-retest reliability, construct validity,
and face validity. A short form, the
Parkinson’s Disease Questionnaire-8, is
also available.

The Unified Parkinson’s Disease
Rating Scale (UPDRS) is now the most
widely used tool to monitor the progres-
sion of Parkinson disease over time or to
assess treatment response in patients with
Parkinson’s disease (see Table 2). The
three sections of this scale and the sub-
sections, which are each rated on a scale
from 0 to 4, are listed in the table. 

A total score for the UPDRS is
summed and ranges from 0 (no disabili-
ty) to 199 (total dependence). The scale
has high internal consistency, satisfactory
interrater reliability, and high correlation
with the Hoehn & Yahr staging. The
motor section of the UPDRS has been
shown to have high test-retest reliability
in both patients with early-stage untreat-
ed PD and those with advanced disease;
the remaining sections have been less
well studied clinimetrically. 

A recent study has shown that,
although the UPDRS has several weak-
nesses—including ambiguities in several
places in the written text and  a lack of
clear instructions for raters and of screen-
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ing questions related to aspects of
Parkinson’s disease that are not related to
motor symptoms—it is a reliable and
valid tool for the assessment of
Parkinson’s. The Motor section can be
scored independently to assess change
over time. The UPDRS is available at
www.mdvu.org.

Dyskinesia 
The Extrapyramidal Symptom Rating
Scale can be used to measure parkinson-
ism, akathisia, dystonia, and tardive
dyskinesia related to the use of neurolep-
tic medication. The Extrapyramidal
Symptom Rating Scale has been validat-
ed in more than 3000 patients and has

been found to discriminate between
extrapyramidal symptoms and psychi-
atric symptoms.

The Abnormal Involuntary Move-
ment Scale is used primarily to measure
tardive dyskinesias that occur in response
to the use of neuroleptic medications.
The two parts of the Abnormal
Involuntary Movement Scale outline the
procedures under which the patient
should be examined (the examination
procedure) and procedures for the clini-
cian to follow in scoring the abnormal
movements (the scoring procedure). The
items on this scale, are scored on a 0- to
4-point scale (i.e., normal, minimal,
mild, moderate, and severe, respectively):
facial movements (face, lips, jaw, and
tongue), extremity movements (upper
extremities and lower extremities), and
trunk movements.

The Extrapyramidal Symptom Rating
Scale and the Abnormal Involuntary
Movement Scale have a 96 percent agree-
ment between tardive-dyskinesia–defined
cases according to Diagnostic and
Statistical Manual of Mental Disorders,
Fourth Edition criteria for tardive dyski-
nesia. 

The Unified Dyskinesia Rating Scale
is currently being validated in a multi-
center study of 70 patients with Parkin-
son’s disease who are videotaped during
examination. Independent clinicians will
then evaluate the severity of the dyskine-
sias of these patients to provide valida-
tion of the instrument. Goetz and Nutt
are also in the process of developing a
teaching tape with answer key.

Huntington’s Disease Scales
The Unified Huntington’s Disease
Rating Scale covers four domains: 

(1) Motor 
(2) Cognitive Performance, including

verbal fluency, the Symbol Digit
Substitution Task, and the Stroop Test.

(3) Behavior, including the severity
and frequency of aberrant behaviors

(4) Functional capacity, which is the
measure of the patient’s ability to perform

Table 1. Hoehn & Yahr Scale: Stages and Symptoms

1

2

2.5

3

4

5

Stage Symptoms

Unilateral disease

Bilateral disease

Mild bilateral disease with recovery on the pull test

Bilateral disease; mild postural and gait disturbances

Bilateral disease; moderate postural and gait disturbances

Bilateral disease; ambulation impossible

Table 2. Unified Parkinson’s Disease Rating Scale 
Sections and Subsections

I. MENTATION, BEHAVIOR, MOOD
a. Intellectual impairment
b. Thought disorder
c. Depression
d. Motivation/Initiative

II. ACTIVITIES OF DAILY LIVING
a. Speech
b. Salivation
c. Handwriting
d. Cutting food/Handling utensils
e. Dressing
f. Hygiene
g. Turning in bed/Adjusting bed clothes
h. Falling—unrelated to freezing
i. Freezing when walking
j. Walking
k. Tremor
l. Sensory complaints related to 
parkinsonism

III. MOTOR
a. Speech
b. Facial expression
c. Tremor at rest

1. Face
2. Right upper extremity
3. Left upper extremity
4. Right lower extremity
5. Left lower extremity

d. Action or postural tremor
1. Right upper extremity
2. Left upper extremity

e. Rigidity
1. Neck
2. Right upper extremity
3. Left upper extremity
4. Right lower extremity
5. Left lower extremity

f. Finger taps
1. Right
2. Left

g. Hand movements (rapidly opening and 
closing hands)

1. Right
2. Left

h. Alternating hand movements (rapidly
pronating and suppinating)

1. Right
2. Left

i. Leg agility (heel tapping)
1. Right
2. Left

j. Arising from a chair (with arms folded 
over chest)
k. Posture
l. Gait
m. Postural stability (retropulsion test or
pull test for Romberg sign)
n. Bradykinesia/hypokinesia



a checklist of daily tasks. 
The original version of the Unified

Huntington’s Disease Rating Scale
included 31 items in the Motor section; a
shortened version includes only 15. The
scoring of eye movements requires assess-
ing both horizontal and vertical gaze.
This scale has been used in research and
to measure the effects of therapeutic
interventions and track changes in clini-
cal features over time in individual
patients. The Unified Huntington’s
Disease Rating Scale has been shown
to have a high degree of internal
validity and excellent interrater relia-
bility.

Multiple System Atrophy 
The key features of the Unified
Multiple System Atrophy Rating
Scale are that it rates functional
impairment independent of motor
system dysfunction and rates auto-
nomic and urogenital dysfunction
based on patient history. The
Unified Multiple System Atrophy
Rating Scale comprises a four-part
scale: 

(1) The disease-related impair-
ment rating, based on functional sta-
tus during the previous two weeks,
includes 12 items, rated 0 to 4.

(2) The motor system examination,
based on assessment of worst limb, where
applicable, includes 14 items, rated 0 to
4.

(3) The autonomic examination
includes an assessment of blood pressure,
heart rate, and orthostatic symptoms.

(4) A global disability score is a single
question that is rated between 1 (normal)
and 5 (totally dependent). 

The Unified Multiple System
Atrophy Rating Scale has been validated
in a multicenter study with 40 patients.
Most items, except action tremor,
increased tone, and ocular motor dys-
function, have high internal consistency.
The interrater reliability is substantial to
excellent for most scale items.

The Unified Myoclonus Rating Scale
consists of an 11-item patient-completed
questionnaire and global disability score;
physician-rated severity of myoclonus,
global disability, and severity of negative
myoclonus; and the presence or absence
of stimulus sensitivity and negative
myoclonus; and functional performance. 

Functional performance includes five
items rated 0 to 4, including writing,

drawing spirals with both the right and
left hands, pouring water, and eating
with a soup spoon. The Unified
Myoclonus Rating Scale includes the
questionnaire, handwriting and spiral
sheets, rating instructions, a score sheet,
and a videotape protocol. This easy-to-
use rating scale can be completed in 15
minutes, is sensitive to changes in disease
severity over time, and has been validat-
ed in a multicenter study of 20 patients
with videotapes reviewed by 18 neurolo-
gists, showing excellent interrater relia-
bility.

Progressive Supranuclear Palsy 
The Progressive Supranuclear Palsy
Rating Scale and Staging System is a cli-

nician-administered examination and
seven-item history obtained from the
patient or informant. The examination
includes assessments of mental and bul-
bar status, supranuclear ocular motor
and limb functioning, and gait and mid-
line postural stability. A total score (0-
100) is then derived. The Progressive
Supranuclear Palsy Staging System con-
sists of a single item that measures gait

and stability, with ratings of 1 to 5. 
The rating scale and staging sys-

tem show good interrater reliability
with internal validity, although no
studies have been published, other
than an abstract. The Progressive
Supranuclear Palsy Rating Scale and
Staging System is available at
www.mdvu.org.

The Progressive Supranuclear
Palsy Quality of Life Scale is a self-
administered questionnaire with
responses that pertain to the
patient’s experiences over the previ-
ous four weeks. The two subscales—
physical and mental—and one ques-
tion related to overall satisfaction
with life, include items that are
important to patients with progres-
sive supranuclear palsy. Testing has
indicated that the scale has few miss-
ing data (i.e., showing ease of use)

high reliability, strong internal and exter-
nal validity, and good generalizability;
the scale has not, however, been tested in
response to therapy.

Greater acceptance of the many rating
scales discussed throughout this two-part
article will help to improve the reliability
of the data collected clinically, and
should translate into improvements in
care. PN
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The Unified Myoclonus Rating

Scale can be completed in 

15 minutes, is sensitive to

changes in disease severity

over time, and has been 

validated in a multicenter

study of 20 patients with

videotapes reviewed by 

18 neurologists, showing 

excellent interrater reliability.


