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1. Clinical approach

Take home message: Basic 4 steps
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1. $90] AlHEH0I 2H21T}?
Recognition of Impaired Function

Sensory symptoms Motor symptoms
Negative ' Reduced or lack of Weakness

sensation Fatigability

Numbness Atrophy or hypertrophy

Postural instability*
Positive | Paresthesia Cramps

Pain Fasciculations

Burning, shooting, Myotonia

ancina'ring etc. Myokymia
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Impairment

Localization

Etiology

Ancillary

Case 2. 22/M 29I, B8 2502

Impairment

Localization

Etiology

Ancillary
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Impression: general weakness (X)

58/M 21Xl R&tC
Impression: paraplegia (X)
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Impression: skeletal problem (X)
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Impression: ET (X)
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\Localization of Lesion
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Case 3. 43/M, 20| BE7{gIC}

Impairment
Localization
Etiology

Ancillary

Case 4. 37/M, & B0| O[AHSICE

Basic principle of localization

Sensory: pitfalls

Sensory Weakness DTRs*
Impairment Present Distal / symmetric | Hyperreflexic
ivati Cord | (sensory level) Usually paraplegic
Localization Different modality
Etiology Present Distal / Abolished, even early
Ancil |ary Root (root level) Wasting > weakness
Late developement
Present Distal / Abolished, even early
Nerve Wasting > weakness
Anterior Absent Distal / Variable
h Wasting > weakness
orn
Absent Proximal / symmetric | Variable
NMT Fluctuation(+)
Absent Proximal / symmetric | Proportional to
Muscle Proportional to weakness
wasting
sensryves

Motorlovels

Facial muscls VI
Pharyigeal palatne musces X
jes XI
Xl

Motor: pitfalls

rogon
- (.29

vl
regon
rex]

Fium

22




HjZA / Diagnostic Approach of Neuromuscular Disorders ||l

—— Special issue in localization:
gl || B B S50 TSP LP oM T [oTaTa G e categorlzatlon
S5 * Mono- vs polyneuropathy \ »
Tt — . i N 7ag\
b e 2 «, — Myopathy: distribution 72/ W ( ve Bl
s
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g e A B e ey R
Polyneuropathy DTRs Grade _ Description
0 Absent
- [Distal symmetric (length-dependent) axonal ] ror+  Hypoactive

polyneuropathy - “glove & stocking" pattern 2+or++  "Normal"

3+or +++ Hyperactive without clonus
4+ or ++++ Hyperactive with clonus

Snake vack .

3. floIFIElo] Y2 FAUN? ol OH|?
Definition of Etiology Case 5. 21/M, QHHOH|s
+ Temporal profiles Impairment

- Acute (episodic) /subacute/chronic (progressive) Localization

- Monophasic/relapsing Etiology
* Mechanical or focal events Ancillary

- Trauma

- Compression / entrapment
+ Clues for immunological process

- Previous infection

- Previous vaccination
+ Coexisting medical / genetic conditions
+ Etc.efe. ..
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Case 6. 27/M, F7|M OHH|?

Impairment

Localization
Etiology
Ancillary

2. Electrodiagnostic tests

Diagnostic criteria of ALS (rEEC, Awaji)

Presence Absence

* LMN degeneration
by clinical,
electrophysiological
or pathological exam.

* UMN degeneration
by clinical exam.

* Progressive spread

+ Evidence of other
ds. such as,

electrophysiological
or neuroimaging fx.

rEEC, Brook et al. 2000

UMN sg. LMN sg.
pathologic spread of reflexes, ~ weakness, atrophy,
clonus, etc. fasciculations

Clonic jaw, gag reflex, Jaw, face, palate,
exaggerated snout reflex, tongue, larynx
pseudobulbar features, forced
yawning, pathologic DTRs,
spastic tone

Cervical  Clonic DTRs, Hof fmann response, Neck,

region pathologic DTRs, spastic tone,
Preserved reflexes in weak

wasted limb

Split-hand index|for the diagnosis of amyotrophic lateral sclerosis
Parvathi Menon?®®, Matthew C. Kiernan 4, Con Yiannikas ", Jill Stroud ®, Steve Vucic *>4*
* Department of Neurology, Westmead Hospital, Sydney, Australia
® Sydney Medical School, Westmead, University of Sydney, Australia
“Prince of Wales Medical School. University of New South Wales, Australia
“ Neuroscience Research Australia, Sydney, Australia
* Burwest Neurophysiology Laboratory, Sydney, Australia
! Department of Neurology, Concord Hospital, Sydney, Australia
Amyotrophic lateral sclerosis Ao
e | Total ALS Cohort
os
SLS2,
£ AUC=0.83
P<0.0001
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B1oq Limb Onset ALS.
SI82
z o6 AUC=0.9
g P<0.0001
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1- Specificity.
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Is ALS an neocortical disease?

Reversible conduction failure of node

IgG Anti-GM1 Antibody Is Associated with
Reversible Conduction Failure and Axonal
Degeneration in Guillain-Barré Syndrome Kuwabara et al. Ann Neurol (1998)

Saucsh Kunwabara, MD," Nobuhiro Yuki, MD, PhDt Michiaki Koga, MD.1 Takamichi Hatcori, MD."
Daisuke Marsuura, PhiD;3 Masami Miyake, PhDZ and Masstoshi Noda, PhD}
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AMAN: major form of Korean GBS? :
& s Guillain-Barré syndrome in Asia ‘
. Jong Seok Bae, % Nobuhiro Yuki,* Satoshi Kuwabara,* Jong Kuk Kim,* 4 - f
. Steve Vucic,® Cindy S Lin,? Matthew C Kieman’ - e—
. v
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