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Abstract: PSP-Progressive supranuclear palsy is a clinical syndrome comprising of supranuclear
palsy,postural instability and mild dementia. Since the first description of PSP several distinct clinical
syndromes have been described.The aim of our study was to find out the prevalence of these clinical subtypes
and their clinical course among patients with PSP(10 Italic)
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I.  Introduction
In 1963J.Clifford Richardson described the clinical syndrome of PSP comprising of postural
instability,Supranuclear gaze palsy,mild dementia,progressive axial rigidity and bulbar palsy.His collaborators
identified pathological findings. Pathologically PSP is defined by the accumulation of tau protein and neuropil
threads in the pallidum,subthalamic nucleus,Red nucleus,Substantia nigra,Pontine
tegmentum,Striatum,Oculomotor nucleus, Medulla and Dentate nucleus.There are no reliable diagnostic
Biomarkers for PSP and accurate diagnosis depends on clinical acumen.

CLINICAL VARIANTS

The variants can be separated by differences. in their severity,regions of pathology,clinical features and
are linked by the accumulation of neurofibrillary tanglesand similar natural histories that lead to death within 6-
12 vyears.The classical PSP is referred to as the Richardson syndrome(Steele-Richardson-Olszewski
syndrome)The variants are 1)PSP-P Parkinsonism 2)PSP-PAGF-pure akinesia with gait freezing 3)PSP-CBS
Corticobasal syndrome 4)PSP with speech apraxia-PNFA Progressine nonfluent aphasia.The early clinical
features are subtle and diagnosis delayed for many months. The National Institute for Neurological disorders
and stroke(NINDS) PSP criteria are most helpful defining clinical features. They are early falls due to postural
instabilityand supranuclear palsy.Richardson syndrome is characterized by lurching gait,Unexplained falls
backwards,Cognitive decline first 2yrs. Vertical supranuclear gaze palsy is the definitive diagnostic
feature.Apraxia of lid opening,Slowed slurred speech and Difficulty in swallowing are typical early
features.Overactivity of the frontalis,procerus cause lid retraction and staring gaze,Median survival is 5-8 yrs.P-
P is characterized by normal eye movements,resting tremor,positive levodopa response and focal
dementia.Although axial rigidity was the striking early feature limb rigidity was more common and severe than
in Richardson syndrome.A Jerky postural tremor was common in patients with PSP-P.PSP-P and Richardson
syndrome can be distinguished in the first 2years but there is clinical overlap after 6 years.PSP-PAGF is
characterized by progressive onset of gait disturbance,with start hesitation and subsequent freezing of
gait.speech or writing without rigidity,tremor,dementia or eye movement abnormality during the first Syears of
the disease.There is no benefit with levodopa therapy and no clinical or radiological evidence of lacunar infarcts
or diffuse deep white matter ischemia.PSP-CBS is characterized by progressive asymmetric dyspraxia,cortical
sensory loss including an Alien limb,Jerky dystonia of the limb with rigidity and bradykinesia that is
unresponsive  to  levodopa.PNFA is characterized by non-fluent spontaneous speech  with
hesitancy,Agrammatism and Phonemic Errors.There is Apraxia of speech which describes errors in
timing,Coordination and initiation of sppech that are secondary to disorders of motor command.

1. Materials And Methods
About 20 aptients with PSP were progressively followed up for 2 years from January 2015 to January
2017 at the Neurology Department, Coimbatore Medical College Hospital. The National Institute of
Neurological Disorders and stroke(NINDS) criteria was used to identify patients with PSP.A detailed
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neurological examination was done and 10 important components of extrapyramidal system were assessed
namely 10Rigidity 2 )Bradykinesia 3)Tremor 4)Early Falls 5)Early postural instability 6)Early cognitive decline
7)Early abnormalities of eye movement 8)Response to levodopa 9)Hyposmia 10)Speech.MRI Brain was done to
exclude patients with Lacunar Infarcts or Diffuse deep white matter ischemia(Vascular Parkinsonism).

I11. Results And Discussion

All the 20 patients diagnosed to have PSP and variants were Males.The average age at presentation was
between 55-65 years.Of the 20 patients 14(70%) were diagnosed to have Classic PSP .They showed poor
response to levodopa and Rapid progression of the disease.The median duration of symptoms at presentation
was between 1-3 years.four patients( 20%) presented with PSP-P features.Asymmetrical tremor and Axial
rigidity were prominent clinical features.After the moderate response to levodopa in the initial 1-2 yrs they
showed progression of symptoms after 2 yrs.1 patient (5%) had PSP-PAGF.Freezing of gait and speech without
rigidity or tremors were presenting features.They showed poor response to levodopa and no radiological
evidence of white matter ischemia.One patient(5%) had PNFA with prominent apraxia of speech.No patient had
PSP-CBS.The clinical heterogeneity could be explained byPathological heterogeneity of tau protein deposition
in the brain through postmortem studies.The frontal cortex,Subthalamic nucleus and substantia nigra were more
severely affected in Classic PSP.This explains the levodops unresponsivenesss and cognitive dysfunction in
Classic PSP.PSP-P patients have less severe tau pathology in the motor cortex,striatum,pontine nuclei and
cerebellum.PSP-PNFA had more severe pathology in the temporal cortex and superior frontal gyrus than
brainstem and subcortical grey matter regions.(10)

IV. Conclusion
The Classic PSP is still the most prevalent.The clinical variables namely PSP-P,PSP-PAGF,PSP-PNFA
and PSP-CBS are increasingly being recognizedNevertheless these clinical subtypes can be included under the
generic term PSP owing to clinical overlap and progressive course over time.The regional differences in
pathological severity account for the clinical Variability.
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