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Abstract

Aim of study: This study was carried out to describe characteristics of 22 primary dystonic pa-
tients and their response to therapy. Patients and method: Twenty-two patients were entered into
the study from Baghdad teaching hospital, Al-Kadhymia teaching hospital in Baghdad, privet nur-
sery home teaching hospital in Baghdad, and Alzehraa teaching hospital in Kut south to Baghdad
from January 2005 to January 2008. All cases were primary dystonia, secondary dystonia has been
excluded from our study. Neuroimiging and slit Lampe examination have been done for all cases,
L-Dopa in dose of 10/mg/kg/day for 2 weeks was giving for all patients. Type of study is a retros-
pective cohort study. All patients were followed in the outpatient clinics of the hospitals men-
tioned previously with frequent neurological examinations. Results: Out of 22 patients, 15 (68%)
patients were females, 7 (32%) were males. According to descriptive classifications of dystonia by
age of onset, fourteen patients (64%) were of early onset and eight (36%) being late onset (26
years and older). Three patients had generalized dystonia, 19 patients had focal dystonia {11
(58%) cases were cervical (TORTICOLIS) type, 5 (26%) blepharospasm type and segmental
(LIMBES) dystonia 3 (16%)}. All cases were given L-DOPA in dose 10/mg/kg for 2 weeks, only two
cases shown clinical response for the drug inform of absence of abnormal movements and im-
prove quality of life. Conclusion: Dystonia is rare; however, early onset dystonia are more common
than late onset. Dystonia are more common in females than in males and focal dystonia is more
common than generalized dystonia.
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1. Introduction

Dystonia is a progressive lifelong disabling movement disorder that causes sustained muscle contractions with
repetitive twisting movements and abnormal postures of the trunk, neck, face, or arms and legs [1]. Its preva-
lence is estimated to be 30 per 100,000 populations [1] [2]. Primary generalized torsion dystonia usually begins
in childhood and is linked to several genetic loci with penetrance of 30 to 40 percent and variable clinical ex-
pression. Primary focal dystonias are 10 times as common as generalized dystonia; focal dystonia nearly always
occurs in adults and may involve the neck, face, or arm, whereas the leg is rarely involved [3]. The loci of a
small number of incompletely penetrant autosomal dominant focal dystonias have been mapped including DYT6,
DYT7, and DYT13 [4]. Mutations in the torsin A gene (at the DYT1 locus) have also been identified in occa-
sional patients with adult-onset focal dystonia [5]. Cervical dystonia, also known as spasmodic torticollis, is the
most common focal dystonia. Neck and shoulder pain occurs in 75 percent of cases [6] [7]. Cranial dystonia
may involve the eyelids, jaw, vocal cords, face, tongue, platysma, or pharynx. It usually begins after the age of
40 years old. Blepharospasm is the most common cranial dystonia, causing an increased blink frequency, forced
eye closure, or difficulty opening the eyes [8] [9].

The pathophysiology of dystonia lies in the basal ganglia, specifically related to putamen, even though the
evidence for that is still not completely clear [10] [11]. A role for dopamine is suggested by the therapeutic ben-
efit of levodopa in doparesponsive dystonia and levodopa associated dystonia in Parkinson’s disease as well as
dystonia produced by dopamine-receptor-blocking antipsychotic drugs and the frequent association of dystonia
with parkinsonism [12] [13]. The cerebral cortex sensorimotor presentation of affected body parts is enlarged in
patients with focal dystonia [14]-[18].

Therapeutic options for dystonia comprised chemodenervation with botulinum toxin injections for patients
with focal or segmental dystonia, medical treatments for both types of dystonia and deep brain stimulation for
patients with generalised dystonia [14]-[18].

The aim of this study was to assess the types of primary dystonia and the demographic features of these pa-
tients in group of patients attending 4 hospitals in Baghdad and Kut.

2. Patients and Method

A cross-sectional study including twenty-two cases with primary dystonia, fifteen patients were female and seven
were male patients, their age ranges between 1 - 58 years old; the patients were admitted in Baghdad teaching hos-
pital, Al-Kadhymia teaching hospital in Baghdad, privet nursery home teaching hospital in Baghdad, and Alze-
hraa teaching hospital in Kut south to Baghdad during the period between January 2005 to January 2008.

Secondary dystonia including drug induced, heredodegenerative diseases with known neuropath-logical fea-
tures, and dystonia caused by acquired structural abnormalities, has been excluded from our study. Also Clinical
exclusion criteria include history of possible etiologic factor, e.g., head trauma, peripheral trauma, encephalitis,
drug exposure, toxin exposure, and perinatal anoxia. Also we exclude patients with neurological abnormalities,
those with hemidystonia and abnormal brain imaging. The study was approved by scientific and ethical com-
mittee of Baghdad teaching hospital

All patients were evaluated with history taking and an examination to rule out secondary dystonia. Birth his-
tory, developmental history, medication intake, exposure to toxin, history of trauma, and family history were
taken. All cases were done neuroimaging, slit Lampe examination, and given L-Dopa in dose 10/mg/kg for 2
weeks. magnetic resonance imaging (MRI) of the brain and laboratory testing for an underlying structural, de-
generative, or metabolic disorder are indicated when there was features suggestive of other neurologic findings .
Disease was considered early onset when the age of onset was [19] years and below and late onset above [19]
years.

Statistical analysis was done using SSPS version 19; T test were used for comparison of two numerical results,
p value less 0.05 was considered statically significant.

3. Results

Dystonia was seen in 15 females (86%) and 7 males (32%) as shown in Table 1.

Median age at diagnosis was 23, mean 26.1 and range from 1 year to 58 years. According to descriptive clas-
sifications of dystonia by age of onset, fourteen (64%) where early onset and eight (36%) being 26 years and
older so early onset common than late onset, as shown in Table 2.
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Table 1. Male to female gender.

Gender Number %
Male 7 32%

Female 15 68%
Total 22 100%

Table 2. Dystonia onset.

Dystonia onset Male Female Number Percentage
<and = 26 years old 4 10 14 64%
>26 years old 3 5 8 36%
P value 0.005

Median age for those early onset dystonia is 13.1 and mean is 13.4 in range from 1 year to 26 years old, while
for those with late onset mean is 46.3 years old and median 45.5 years old in range from 33 to 58 years old.

Age groups of the patients at time of diagnosis shows that nine patients were below 20 years of age groups,
eight patients were between 21 - 45 years of age groups, and five patients age more than 45 years (see Table 3).

Time interval between onset of symptoms and diagnosis shows that only eight patients (36%) where diagnosis
to have dystonia less than one year from onset of disease symptoms, four (18%) between 1 - 3 years, two (9%)
between 3 - 5 years, and eight (36%) over 5 years as shown in Table 4.

Generalized dystonia was reported in three patients, there ages were 15, 16, 22 years old, one has positive
family history. Focal dystonia was seen in 19 cases, eleven (58%) cases were cervical type, five patients had
(26%) blepharospasm, and three (16%) patients had segmental (LIMBES) dystonia as shown in Table 5.

4. Discussion

Dystonia is rare neurological disorder. Many general physicians are unfamiliar with dystonial [20]-[22]; they
may often confuse it with spasticity or rigidity and sometimes may even mistakenly attribute it to psychogenic
causes [23] [24]. Patients with dystonia often consult several physicians before the correct diagnosis is made.
Some examples of misdiagnoses include those of cerebral palsy in a child with genetically determined dopa-
responsive dystonia, also misdiagnosis of dry eyes in a patient with blepharospasm, and cervical muscle strain in
a patient with cervical dystonia. Given the recent advances concerning causes and treatment of dystonia, this
disorder should be more widely and accurately recognized [25] [26].

Additionally the lack of validated clinical criteria and the absence of a diagnostic test or biomarker make un-
diagnosis and misdiagnosis of major problems in epidemiological investigations [2].

Primary (idiopathic) dystonia involving an isolated clinical sign of dystonia without any identifiable exogen-
ous cause or other inherited or degenerative diseases, other types of non-primary forms in which dystonia plus is
characterized by dystonia in combination with other movement disorders, for example, myoclonus or Parkin-
sonism. Paroxysmal dystonia is characterized by brief episodes of dystonia with normalcy in between. Primary
dystonia and dystonia plus, whether sporadic or familial, are thought to be of genetic origin in most cases [26]-[29].

The present study showed a higher female involvement (68%) than male and this result was similar to the re-
sult shown in European collaborative study (Epidemiological Study of Dystonia in Europe [ESDE]) which was a
large study recruiting 957 cases of primary dystonia from Europe [27]. In contrast of that the study of Jowi Jo et
al. showed a higher male predilection [30].

The present study showed that Focal dystonia was seen in 19 (86.4%) and generalized in (13.6%), which was
in approximate to the result of Greene’s study [29], which showed that focal dystonia was 10 times more com-
mon than generalized dystonia.

Cervical dystonia was seen in (58%) of the present study patients and female formed 64%, this result is in
accordance with the result of GREEN etal study which report Torticollis in females more than in males [29].

The present study showed Blepharospasm in 5 patients (26%) with mean age is 43.8 years old and median age
of 48 years old. All 5 cases were females, this result is similar to that of study of Green et al. Blepharospasm is
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Table 3. Age group at time of diagnosis.

Age group Male Female Total Percentage
0-5 1 2 3 14%
6-10 1 1 2 9.5%
11-15 1 3 4 18%
16 - 20 0 0 0 0%
21-25 1 4 5 22%
26-30 0 0 0 0%
31-35 0 1 1 5%
36-40 0 0 0 0%
41 -45 1 1 2 9.5%
>45 2 3 5 22%
Total 7 15 22 100%

Table 4. Time interval between onset of symptoms and diagnosis.

Time (years) Male Female Numbers Percentages
0-1 2 6 8 36.5%
>1-3 1 3 4 18%
>3-5 1 1 2 9%
>5 3 5 8 36.5%
Total 7 15 22 100%

Table 5. Type of focal dystonia.

Type of focal dystonia Male Female Numbers Percentages
Cervical 4 7 11 58%
blepharospasm 2 3 5 26%
Segmental 1 2 3 16%
Total 7 12 19 100%

the most common cranial dystonia, causing an increased blink frequency, forced eye closure, or difficulty open-
ing the eyes [29]. Symptoms are typically aggravated by bright light, reading, or driving, and they can be severe
enough to cause functional blindness. In the present study, Segmental (limb) dystonia were seen in 3 (16%) cas-
es, two cases are upper limb dystonia. Dystonia involving the arm were more frequently than the leg. 2 cases are
early onset and involved lower limb with age of onset of 11 and 12 years old.

In present study early onset dystonia were reported in 14 patients (64%), and late onset dystonia in 8 (36%) of
dystonic patients, which seemed to be non significant statically, (p value is 0.07); the above result was similar to
that of the study of Jowi Jo et al. [30].

Classification according to the age at onset is important because when the disease begins in childhood or
young adulthood, it usually progresses from focal limb dystonia to the severe generalized form, whereas dysto-
nia that begins after about the age of 25 years old usually involves craniocervical muscles which always remains
localized or segmental, and is usually not progressive [31] [32].

Late onset diagnosis above 1 year old was seen in (64.5%) cases, this reflects the fact that clinician may not
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recognize it even the patient seek medical help or patient themselves ignore their symptom until their activities
of daily living are interfered with. Therefore we need to heighten disease awareness among clinicians and pa-
tients.

Two cases in the present study were DOPA responsive dystonia and were treated by levodopa [33]. Their
ages at onset were 7 years old and 2 years old.

No gene analysis is done in our study as it is not available in our hospital. This rapidly evolving group of ge-
netically determined dystonia has led to the increasing use of genetic counseling in families with these disorders
[34].

We do not use the neurophysiological tests as it is not routinely recommended for the diagnosis or classifica-
tion of dystonia; however, neurophysiologic abnormalities typical of dystonia are used in cases where the clini-
cal features are insufficient to the diagnosis [35].

5. Recommendations and Conclusions

Dystonia is rare movement disorder and is more common in female. The primary focal dystonia is more com-
mon than generalized type and the cervical dystonia is the commonest type of primary dystonia.

Late onset diagnosis was more common than early diagnosis because of poor awareness of the problem by
family physician.
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