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[Abstract] Objective To review and explore the clinical and imaging characteristics of
Hallervorden - Spatz disease (HSD). Methods and Results The clinical features of 3 patients with HSD
were analyzed retrospectively. Case 1 was male with the onset age of 3 and duration for 5 years. The main
positive signs of case 1 were paroxysmal involuntary twist of limbs, accompanied by sweeping fingers and
clenched fists, with intermittent opisthotonos. ToWI showed symmetrical hypointensity in bilateral globus
pallidus with central pieces of uniform hyperintensity. Case 2 was female with the onset age of 8 and
duration for 12 years. The main positive signs of case 2 were persistent head and neck dystonia showing
excessive supine position. ToWI showed irregular hyperintensity focusing on anteromedial of globus
pallidus. The main clinical manifestations of the 2 cases were extrapyramidal symptoms, which conformed
to classical "eye-of-the-tiger sign". They were clearly diagnosed as typical HSD. Case 3 was male with the
onset age of 15 and duration for 29 years. The main clinical features of case 3 included spastic gait and
remarkable dysarthria. The extrapyramidal symptoms were atypical, which lacked of involuntary
movements. Case 3 had classical "eye-of-the-tiger sign" at the age of 15 years old, however, "eye-of-the-
tiger sign" (globus pallidus high signals) were obviously shrunk 20 years later. Therefore, this case
belonged to atypical HSD. Conclusions According to the above mentioned, typical HSD was
characterized by onset at childhood and short duration, and could be diagnosed according to extrapyramidal
symptoms, and typical "eye - of - the - tiger sign" on ToWI. Atypical HSD was characterized by onset at
childhood and relatively longer duration; the extrapyramidal symptoms might be atypical, and "eye-of-the-
tiger sign" of ToWI probably played as dynamic changes along with the course extension.
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Figure 1 Case 1 was a 8-year-old boy, the clinical diagnosis of
whom was typical Hallervorden - Spatz disease. Paroxysmal
opisthotonos was found in physical examination (Panel la). The
eye fundus examination showed retinitis pigmentosa of both eyes
(Panel 1b, 1c). Axial CT showed no abnormality of bilateral
globus pallidus (Panel 1d). Axial T.WI showed classical "eye-of-
the-tiger sign" (arrows indicate, Panel le).
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Case 2 was a 20 - year - old female, the clinical

-

Figure 2
diagnosis of whom was typical Hallervorden -

Spatz disease.
Sustained involuntary head and neck hypsokinesis was shown in
physical examination (Panel 2a). Axial ToWI showed classical
"eye-of-the-tiger sign" (arrows indicate, Panel 2b).
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Figure 3 Case 3 was a 44-year-old male, the clinical diagnosis
of whom was atypical Hallevorden - Spatz disease. Axial CT
showed there was no abnormal density in bilateral globus pallidus
(Panel 3a). Axial T,WI showed classical "eye-of-the-tiger sign"
(arrows indicate, Panel 3b). Axial T,WI showed the "eye-of-the-
tiger sign" was relatively narrow with the prolongation of disease
course (arrows indicate, Panel 3¢). Axial T,-FLAIR revealed "eye-
of-the-tiger sign" (arrows indicate, Panel 3d). Axial TiWI showed
"eye - of - the - tiger sign" (arrows indicate), but it was less typical

than that in T;WI (Panel 3e).
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Table 1.

The main identifying characteristics among Hallervorden-Spatz disease, Parkinson’s disease and Wilson’s disease

Disease Pathogenesis Genetic characteristic

MRI Therapeutic principle

Autosomal recessive
hereditary disease, partly
onsel scaltering

HSD  Excessive iron deposited in
before the inside of bilateral
globus pallidus and mesh of
substantia nigra, etc

PD The dopaminergic neurons of The most adult type
substantia nigra had dysfunction
of producing dopamine, lack of
dopamine in the brain, so the

acetylcholine relatively increased

and youth type was more
associated with heredity

Autosomal recessive
hereditary disease, and a
few sporadic cases were

HLD  Disorder of copper metabolism,
(WD) excessive copper deposit in the
basal ganglia, liver, cornea (K-F

ring) also associated with heredity caudate nucleus rarely showed low signal

belonged to sporadic cases,

No special treatment;
Levodopa, baclofen
could relieve some
symptoms

Before the inside of bilateral globus pallidus
obviously showed symmetry low signal area,
in the center of low signal area focally
appeared high signal, which was called "eye-
of-the-tiger sign"

Adequate levodopa
(800-2000 mg/d)
treatment could
significantly improve
symptoms

No specific changes

Bilateral thalamus, lenticular nucleus, Penicillamine
dentate nucleus and brainstem showed high displacing copper
signal in TWI, and the lenticular nucleus and  treatment was effective

HSD, Hallervorden-Spatz disease, Hallervorden-Spatz %% ; PD , Parkinson’s disease , 1142 ##4 ; HLD , hepatolenticular degeneration , I &R A% A28 4

WD, Wilson’s disease, Wilson J&
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Figure 1  Optical microscopy findings. Clear cell
meningioma had a monomorphous population of round
cells with clear or vacuolated cytoplasm. Small knots of
collagen could be seen. HE staining low power
magnified  Figure 2 Optical microscopy findings.
Predominantly clear cytoplasm could be seen. HE
staining  medium power magnified Figure 3  Optical
microscopy findings. Extensive fibrosis was common in
this variant. HE staining medium power magnified
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