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Geographical differences in the incidence of amyotrophic lateral sclerosis (ALS) have been reported, and there are still
many unresolved problems. The incidence as well as epidemiologic data of ALS is not known in Korea. Web-based multi-
center registry of ALS, the Korean ALS registry, was established at January, 2011. The aim of “the Korean ALS registry”
is the following: (1) to establish a database for the prospective collection of epidemiological information; (2) to assess the
incidence and prevalence; (3) to find the temporal and geographic trends in the disease; (4) to define the full clinical spec-
trum of the disease; (5) to develop treatment guideline based on the database.
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Table 1. List of variables to be included in the Korean ALS
registry

Registration and Follow up

Demographics
Name, gender
Onset region, onset date
Diagnosis

Level of diagnosis certainty

Clinical and electrophysiological findings at diagnosis by
region and upper/lower motor

Neurons
Status examination

Body weight & height

Forced vital capacity

Functional disability (ASLFRS)
Management

Enteral nutrition

Non-invasive ventilation

Medication

Termination

Cause of termination
Expire
F/U loss, transfer
Place of termination
Hospital
Home
Cause of death
ALS associated cause

Cause which is not associated with ALS

73



£28] - YYZ - UBT - BN - WA MHH - HHE - MY

2] b 2| 2] 9FQrEl B0l ALSO| ofE oIt ARE oS
5 9l Ao ZldiEek ge] ao) Aol djEk Heg
olgo RN AEAAT 9Ol i 2E A
glowl, M= Aok A A obg ARATE WA
98l SEAAZ olgT > AL Aotk w3 Y& 53
S2A AN H2e AFIAt QLA o B A
A7F 2 Aol Fofdt 4 QA FowM e A
&l ou 713 vl = 31% Aolet. & ofg] A7)

E‘_PE% Z10] “The Korean ALS reglstry”S’J 3o} &
oA ALY $of 93| tf sk SEAAT 2
U Aozt 7|ttt

Ay ot m{m

REFERENCES

1. Roman GC. Neuroepidemiology of amyotrophic lateral sclerosis:
clues to aetiology and pathogenesis.
Psychiatry 1996;61:131-137.

2. Alcaz S, Jarebinsli M, Pekmezovic T, Stevic-Marinkovic Z,
Pavlovic S, Apostolski

J Neurol Neurosurg

S. Epidemiological and clinical
characteristics of ALS in Belgrade, Yugoslavia. Acta Neurol
Scand 1996;94:264-268.

3. Chancellor AM, Warlow CP. Adult onset motor neuron disease:
worldwide mortality, incidence, and distribution since 1950. J
Neurol Neurosurg Psychiatry 1992;55:1106-1115.

4. The Scottishi Motor Neuron Disease Register: a prospective study
of adult onset motor neuron disease in Scotland. Methodology,
demography and clinical features of incident cases in 1989. J
Neurol Neurosurg Psychiatry 1992;55:536-541.

5. Forbes RB, Colville S, Parratt J, Swingler RJ. The incidence of
motor neuron disease in Scotland. J Neurol 2007;254:866-869.

6. Mitchell JD, Gatrell AC, Al Hanmad A, Davis RB, Batterby G.
Geographical epidemiology of residence of patients with motor
neuron disease in Lancashire and south Cumbria. J Neurol
Neurosurg Psychiatry 1998;65:842-847.

7. Traynor BJ, Codd MB, Corr B, Forde C, Frost E, Hardiman O.
Incidence and prevalence of ALS in Ireland, 1995-1997: a
population-based study. Neurology 1999;52:504-509.

8. Piemonte and Valle d’Aosta Register for Amyotrophic Lateral
Sclerosis (PARALS). Incidence of ALS in Italy: evidence for a
uniform frequency in Western countries. Neurology 2001;56:239-244.

9. Logroscino G, Beghi E, Zoccolella S, Palagano R, Fraddosio A,
Simone IL, et al. Incidence of amyotrophic lateral sclerosis in
southern Italy: a population based study. J Neurol Neurosurg
Psychiatry 2005;76:1094-1098.

10. Beghi E, Millul A, Micheli A, Vitelli E, Logroscino G: SLALOM
group. Incidence of ALS in Lombardy, Italy. Neurology 2007;
68:141-145.

11. O’Toole O, Traynor BJ, Brennan P, Sheehan C, Frost E, Corr B, et al.

74

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

- The Korean ALS/MND Research Group

Epidemiology and clinical feature of amyotrophic lateral sclerosis
in Ireland. J Neurol Neurosurt Psychiatry 2008;79:30-32.

. Logroscino G, Traynor BJ, Hardiman O, Chio A, Douglas M,

Swingler RJ, et al. Incidence of amyotrophic lateral sclerosis in
Europe. J Neurol Neurosurg Psychiatry 2010;81:385-390.

Beghi E, Logtoscino G, Chio A, Hardiman O, Mitchell D, Swinger
R, et al. The epidemiology of ALS and the role of population-
based registries. Biochim Biophys Acta 2006;1762:1150-1157.
Beghi E, Chio A, Couratier P, Esteban J, Hardiman O, Logroscino
G, et al. The epidemiology and treatment of ALS: focus on the
heterogeneity of the disease and critical appraisal of therapeutic
trials. Amyotroph Lateral Scler 2011;12:1-10.

Cronin S, Hardiman O, Traynor BJ. Ethnic variation in the
incidence of ALS. Neurology 2007;68:1002-1007.

Moriwaka F, Okumura H, Tashiro K, Hamada T, Matsumoto A,
Matsumoto H, et al. Motor neuron disease and past poliomyelitis.
Geographic study in Hokkaido, the northern-most island of Japan.
J Neurol 1993;240:13-16.

Fong KY, Yu YL, Chan YW, Kay R, Chan J, Yang Z, et al. Motor
neuron disease in Hong Kong Chinese: epidemiology and clinical
picture. Neuroepidemiology 1996;15:239-245.

Beghi E; EURALS group. 127th ENMC international workshop:
implementation of a European registry of ALS. Naarden, the
Netherlands, 8-10 October 2004. Neuromuscul Disord 2006;16:
46-53.

Miller RG, Anderson FA, Bradley WG, Brooks BR, Mitsumoto H,
Munsat TL, et al. The ALS Patient Care Database. Neurology
2000;54:53-57.

Kiernan MC, Talman P, Henderson RD, Harris R; AMNDR
steering committee. Establishment of an Australian motor neurone
disease registry. Med J Aust 2006;184:367-368.

Stalker AP, Kurland LT, Windebank AlJ.
Amyotrophic lateral sclerosis in Olmsted County, Minnesota,
1925 to 1998. Neurology 2000;59:280-282.

Logroscino G, Traynor BJ, Hardiman O, Chio A, Couratier P,

Sorenson EJ,

Mitchell JD, et al. Descriptive epidemiology of amyotrophic
lateral sclerosis: new evidence and unsolved issues. J Neurol
Neurosurg Psychiatry 2008;79:6-11.

Bae JS. A proposal for the establishment of an Korean ALS
database. J Korean Neurol Assco 2008;26(Suppl 3):106-107.
Brooks BR. El esocorial world federation of neurology criteria for
the diagnosis of amyotrophic lateral sclerosis. J Neurol Sci
1994;124(Suppl):96-107.

Brooks BR, Miller RG, Swash M, Munsat TL: World Federation
of Neurology Research Group on Motor Neuron Disease. El
esocorial revisited: revised criteria for the diagnosis of
amyotrophic lateral sclerosis. Amyotroph Lateral Scler Other
Motor Neuron Disord 2000;1:293-299.

Traynor BJ, Codd MB, Corr B, Forde C, Frost E, Hardiman OM.
Clinical features of amyotrophic lateral sclerosis according to the
El esocorial and Airlie house diagnostic criteria. Arch Neurol
2000;57:1171-1176.

Korean J Clin Neurophysiol / Volume 13 / December 2011



B TUASMEAYES SEA BED

0%
ol

2
R

[RE: 3 =HHE]
The Korean ALS registry CRF
AAXHD || BHRHD | _j_|_|_|
| AlpeleE
Name* ex) 2SS —» s c FUAS (& 63AD*
Gender* O M OF Age*
549 EAERY E gREEY AU 55 w2 B il < d
I, 2IARFAKClinical features)
Iz B4 UEx O Monofocal O Multifocal
EE =A wEl Sop @) Bulbar. O Cervical(Right). O Cervical(Left)
O Thoracic O Lumbosacral(Right) O Lumbosacral(Left)
Xz Z4 UE AD|x = e ol
RISt AlD|* = = =
ZIch
sporadic ALS | Familial ALS O
O

ALS—mimic syndrome

spinal muscular atrophy O, distal SMA/hereditary motor neuropathy O,
bulbospinal muscular atrophy O, multifocal motor neuropathy O,
benign focal amyotrophy O, brachial amyotrophic diplegia O,
hereditary spastic paraplegia O, JIEIO, specify :

ALS—plus syndrome

O

dementia O, parkinsonism O, JI1Et O, specify :

. OletEelet ZIEtetad

L/ 2o

r

ol
gl

1= N

—

*

DA

Upper motor neuron sings*

L] Bulbar [J Cervical [ Thoracic [ Lumbosacral [J Unknown

Lower motor neuron sings*

[ Bulbar [ Cervical [ Thoracic [] Lumbosacral [ Unknown

EMG &~  ONot done

OUnknown OEMG Al

EMG A|3] Y+

S|

g2 ¢

EMG - fasiculations™

[ Bulbar [J Cervical [ Thoracic [] Lumbosacral [] Unknown

EMG - fibrillation/psw*

[ Bulbar [ Cervical [ Thoracic [] Lumbosacral [] Unknown

EMG — Neurogenic MUP*

L] Bulbar [J Cervical [ Thoracic [ Lumbosacral [J Unknown

Tt BAIS 4= (Level of diagnostic certainty)*

ODefinite  OProbable OProbable—lab supported OPossible OSuspected O Unknown
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.2, SEARY
oA O HE SE O2SXE Al &=
BRIl 26 OR8 OXd O2tgel Ounknown OJIEF specify :
Upper motor neuron sings+* [J Bulbar [ Cervical [J Thoracic [J Lumbosacral [J Unknown
Lower motor neuron sings* [J Bulbar [ Cervical [J Thoracic [ Lumbosacral [J Unknown
EMG &2 ONot done Ounknown OEMG Al
EMG AlHd« = 3 ¢
EMG - fasiculations* [J Bulbar [ Cervical [J Thoracic [J Lumbosacral [J Unknown
EMG - fibrillation/psw* [J Bulbar [ Cervical [J Thoracic [ Lumbosacral [J Unknown
EMG - Neurogenic MUP* [J Bulbar [ Cervical [J Thoracic [ Lumbosacral [ Unknown
Tt gAY 2F (Level of diagnostic certainty)*
ODefinite  OProbable OProbable-lab supported OPossible OSuspected OUNKNON
IV. ALS—FRS’
V.1, RIS
Forced Vital Capacity (FVO)* . Liters, __ .__ % Predicted (FSHADIS) Tunknown
Height cm Weight kg
BMI (kg/m2) (KtSAHIAILS)
ALS-FRS-revised
OUNKNOWN  OoObtained from the patient =~ OObtained from the caregiver
1)237] o4 O3 02 O1 OO0
2)3EF7] 04 O3 O©O2 O1 00
37171 04 O3 02 O1 OO0
A 227 04 O3 02 O1 OO0
S)HAET T O4 O3 02 O1 00
6471k AN AR O4 O3 02 O1 00
NAEAA & E97] 04 O3 02 O1 OO0
8)27| 04 O3 02 O1 OO0
PAGLE7] 04 O3 ©2 O1 00
1) S5 O4 O3 02 Ot OO0
1) =52 04 O3 02 O1 OO0
12)E 574 o4 O3 02 O1 OO0
Total &
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V.2, S2AIH

Forced Vital Capacity (FVO)* __ Liters, ___ .__ % Predicted (ASH&DES) Cunknown
Height cm Weight kg
BMI _ (ka/m2) (RtSHILD}S)

ALS-FRS-revised

OUNKNON  OObtained from the patient ~ OObtained from the caregiver

HE3}] O4 O3 ©2 O1 OO0

)R E7] o4 03 o2 ol o0

337171 04 O3 2 O1 OO0

A 27 04 O3 02 O1 OO0

S)HAET T O4 O3 O2 O1 OO0

6)XA71¢k 7 A4 04 O3 O2 O1 OO0

AN & &7 04 O3 O2 O1 OO0

8)27] 04 O3 02 O1 O0

AT E7] 04 O3 02 O1 O0

1035 04 O3 02 Ot OO0

)Y ZEFH 04 O3 02 O1 O0

123553 o4 O3 2 O1 OO0

Total &

V. RE/SEEZTT

7=

AlgY o Fx OYes ONo

Al gy OPEG  OPRG (Percutaneous Radiologic Gastrostomy)
AFE Al A7) A = o

AF= Al FA FVC . liters, ___ . % Predicted  [Cunknown
HFE= Al BA AT . kg, Cunknown

AFEE AY $ S OYes ONo

dHF A A A = ol

Sl ANd A+ Specify :

NIV (noninvasive ventilation)

Al e B OYes ONo

NIV Hx A& A7) A = o

NIV 3z A8 FA] FVC . Liters, ___ .. % Predicted  [Junknown

NIV 38 A3k

ogoegr O 2ol €= OdtEsL HNEOHI ®#1 US

O unknown
Tracheostomy
A g o Fo OYes ONo
Tracheostomy A3 A]7] (= 2 e
Mechanical ventilator 2-8 A7t ogroigr OdtREY OF&SHN 210 UZ O unknown
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VI, St S/E2/AA

T ST FAR tig BEE YHEAIAFU7E? OYes ONo

2F2d [

22 |0 [ sz@z28 |0

ol [

0z IEREES 0| =o IEREEEE

2EXTEHO (pseudobulbar affect) O

JIEF L ZA O

| IElEE | O | =Q(aspiration/choking) | O | B&&s | O

2arae [

SERNEEE | o | == IERE:S | O

S=4, g O

S38 ¥E (ALSe 2EE) | O | 92 (ALset 2etE) | O

JIEF [

E | O Specify

VI, EeF 2l HX7|

Riluzole OYes ONo O unknown

E-8713t OIHIRE : = 2 o ~ 5 = =I)ION

ok gk FRE A AFUZR OYes  ONo

E3

TCA(tricyclic antidepressants) L] ‘ SSRI L] SR L]

JIE [J Specify :

£0ot [

Benzodiazepines Il ‘ J|Et ‘ L] Specify :

EHs O

Benzodiazepines O ‘ TCA(tricyclic antidepressants) O

J|EL [J Specify

H3/25S [

NSAIDs | O] opioids | O oIt | O specify :

Z3& (spasticity) O

Benzodiazepines ‘ ] Baclofen ‘ ] ‘ Tizanidine ‘ ]

JIE (] Specify :

23#& (cramps) O

Quinine L] Carbamazepine L] ‘ Phenytoin ‘ L] ‘ Benzodiazepines ‘ L]

Baclofen Il J|Et L] Specify :

& DCh=Hl O

Amitriptyline ‘D Glycopyrrolate ] ‘Atropine ‘D ‘Scopolamine(transdermal patch) ‘D

Botox injection O ‘ J|EL (] Specify :

BH| O

Mg0 ‘ O ‘ Lactulose ‘ O ‘ Biascody! (Ducolax) ‘ O
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JIEL [J Specify :
JIEIES O
J|EE Ot Specify and their purposes of use :

SRII0 Che HEE LSHSIAIASLIN? OYes  ONo
Hize

p|
AFO (ankle foot orthosis) ‘ O ‘ Cane ‘ O ‘ Walker O
Wheel chair ‘ Il ‘ Head or Neck support Ll ‘ Communication device : low tech ]
Communication device : computer ‘ OJ IS @ 2tHQI (for ADL needs) O

VIII. Comment

Comment
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