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Case 27-2004 — A 79-Year-Old Woman with Disturbances in Gait, Cognition, and Autonomic Function
(Volume 351; 912-922)

<Differential Diagnosis>
6
- polyneuropathy ataxia
Thiamine deficiency ataxia, confusion, ophthalmoplegia triad
Wernicke triad
+ thiamine
movement disorder 3
problem key features Onset / /
/carbidopa-levodopa poor response 4
1 ( ~1 ) or
2 extrapyramidal changes ( )
3 - ( )
( )
T2WI /
abnormally pronounced history /
repeated MRI
#1 Metabolic Disorders|
+ thiamine physical examination cranial, spinal
MRI studies L/D alcoholism/ (vit. B12 ) / / /
etc 20 partial colectomy malabsorption Vit.E
- lipid profile ) Mitochondrial multisystem disorder
) ¢ )
#2 Toxic Disorders|
medication MRI
toxic leukoencephalopathies 20
/ / etc
L/D lead

#3 Microangiopathic Cerebrovascular Diseases|

vascular parkinsonism stepwise deterioration(-) MRI medium, large




Leukoaraiosis( ) / / microangiopathy

Binwanger’s disease 4
risk factor(+) TIA stroke episode(+) MRI (+)

unusual Radiographic changes risk factor
microangiopathy

#4 Neurodegenerative Diseases|

dopamine Table 2. Synucleinopathy Diseases of the Nervous System Associated with Aggregation of a-Synuclein.*
l pathy Y g m
precursor ) Disease Characteristic a-Synuclein Inclusion
Primary synudleinopathies
. Speradic (idicpathic) Parkinson's disease Neuronal Lewy bodies, Lewy neurites
a -synuclein Familial Parkinson's disease (linked tomutant SNCA gene)  Neuronal Lewy bodies, Lewy neurites, axonal dystrophy
Dementia with Lewy bodies Neuronal Lewy bodies, Lewy neurites
Multiple-system atrophy Glial cytoplasmic indusions
Other synucleinopathies
Lewy-body variant of Alzheimer's disease Neuronal Lewy-bodies, dystrophic neurites
synucleinopathies Down's ;yndrome - Neuronal Lewy bod?es. dystrophic neurites
PANK2inked neurodegeneration with iron accumula- Neuronal Lewy bodies, axonal dystrophy
|#4_1 Atypical Parkinsonism Wlth| tion in the brain, type 1 (formerly known as the
Hallervorden-Spatz syndrome)
[Early Cognitive or Psychiatrid

*This information is modified from Trojanowski and Lee.’s
/ / etc
(Alzheimer , Lewy . Alzheimer Lewy )
. / / )

#4-2 Atypical Parkinsonism with Parkinson-Plus Features

Parkinson-plus disorders

staring facial expression etc

Gerstmann Straussler Scheinker disease

30
#5 Multiple-System Atrophy|
MSA a -synuclein-inclusion disorders P.D. MSA  SDS/SND
[OPCA/combination 4 60 5~7
Probable MSA 2 criteria *
levodopa parkinsonism "
MSA MRI  low sensitivity MRI
parkinsonism MSA
3 parkinsonism probable MSA  criteria
(+) levodopa
MSA consensus guidelines dementia  exclusion criterion
leukoaraiosis / IMSA etc



<Dr. Michael G. Schlossmacher's
Diagnoses>
Multiple-system atrophy with
predominant parkinsonism.
Periventricular and subcortical
microangiopathy (leukoaraiosis).

<Pathological Discussion>

¢ )

Table 3. Clinical Diagnosis of Multiple-System Atrophy, According to the Guidelines of the American Autonomic Society and the American

Academy of Neurology.*
Diagnosis Definition
Possible One criterion plus two disease characteristics

Probable, type P

Probabfc,lype C

Definite

Feature

Autonomicfailure}

Parkinsonism

Cerebellar dysfunctien

Corticospinal tract
dysfunctiong,

from other domains

Autonomic criterion plus criterion for poorly
responsive parkinsonism

Autonomic criterion plus criterion for cerebellar
dysfunction

Pathological confirmation

Defining Criteria

Orthostatic fall in blood pressure by >30 mm Hg
(systolic) or 15 mm Hg (diastolic) or persistent
urinary incentinence with erectile dysfunction
{in men) or both

Bradykinesia plus rigidity or postural instability
or tremor

Gait ataxia plus imb ataxia or sustained gaze-
evoked nystagmus or ataxic dysarthria

Disease Characteristics

Orthostatic hypotension, urinary incontinence, blad der-
emptying difficulty, erectile dysfunction

Progressive reduction in speed and amplitude with repetition
of limb movements, rigidity, primary postural reflex loss,
tremor (postural, at rest, or both), minimal or transient
response to levodopa or other dopaminergic drugs

Wide-based stance and irregular steps, limb ataxia and ataxic
speech, gaze-evoked nystagmus

Extensor plantar responses and hyperreflexia

( ) * The information is from Gilman etal.2¢

7 Additional signs and symptems not listed in the guidelines may include severe, chronic constipation; fecal incontinence; chronic fatigue
( ) and feeling of weakness; change in perspiration; discoloration of distal extremity (or extremities); reduced genital sensation in women;

1 Asymmetric pyramidal weakness, which is not listed in the guidelines, may be an additional sign.

and rapid-eye-movement sleep disorder.
I
glassy,
flame-shaped (a -synuclein ) (
) Oligodendroglinal inclusions ( )
gliotic ( )
MSA / /

centrum
semiovale
plaque  tangle
stage (Braak and Braak)

<Discussion of Management>

dysphagia chin-tuck techniques, cleaning, dry swallowing

weight oral supplements, megestrol acetate

urination technique of prompted voiding, tolterodine

constipation  lactulose, docusate, senna, mineral oil,

bisacodyl suppositories, intermittent manual extraction
living will 5 sublingual

morphine concentrate

<Anatomical Diagnoses>

Multiple-system atrophy. Cerebral arteriolar sclerosis.




