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From: Awaji Criteria for the Diagnosis of Amyotrophic Lateral Sclerosis: A Systematic Review
Arch Neurol. 2012;69(11):1410-1416. doi:10.1001/archneurol.2012.254

- aow - -~ - - - = - - = e~ =a - = = -

Criteria for ALS D'iagnosis: Differences Between
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Escorial Criteria Consensus Recommendations
1. Evidence of LMN loss (reduced 1. Evidence of LMN loss (reduced

contraction and increased contraction and increased
firing rate) firing rate)

{(motor units of large amplitude {motor units of large amplitude
and longer duration) and longer duration)
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fasciculation potentials
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No. of Miuscles Affected by Région:
Cervical and lumbar-sacral region: a minimum of 2 muscles innervated
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Recommendations and the Revised El Escorial Criteria

evidence by the presence of LMN as well as UMN signs in the bulbar
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evidence by LMN and UMN signs in at least 2 regiohs with some

ALS—Laboratory Supported,” which is defined when clinical signs of
UMN and LMN dysfunction are found in only 1 region but

Clinically .po-ssible'ALS is defined when clinical or electrophysiolagical
signs of UMIN and LMN dysfunction are found in only 1 region or The JAMA Network
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Abbreviations: ALS, amyotrophic lateral sclerosis; LMN, lower motor
neuron; UMN, upper motor neuron.
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H dtayvwon tng ALS eival katd Baon KAWVIKA

H veupoduaclohoylkn HEAETN ELvVOL EMLKOUPLKN TNC SLayvwong
(aTOKAAUTITEL UTTO-KALVLK QTTOVEVPWON), EVW XPNOLUEVEL
OTOV QTIOKAELOMO AAAWV KATOLOTACEWV (TT.X. TTOAUEOCTLOKN)
KLVNTLKA veupormaBela)

H veupoarelkovion elval XpnoLpn otov amokAELOUO OOULKAC
naBoloyiac (m.x. auxeVikn pueAonaBela) o HLMELTAL TNV
ALS.






H vooo¢ Tou KtvnTtikou VEUPWVA oUVIOTA KALVIKO oUVOpOoLIO

* 85% ALS (Apvotpodikn mAayia okAnpuvon)

* [lpoiovuoa puikn atpodia
Bpaxtovia dutAnyia (flail arm syndrome, man- in- the- barrel
syndrome),

Yuvépopo tou Matpikiov (Peudo-moAuveupLtkn popdn tng
MND, flail leg syndrome)

* [pwtomnaBbnc mAayio okAnpuvon
Huutapetikn popdn (Mills syndrome)

Wijesekera LC, Mathers S, Talman P, et al. Natural history and clinical features of the flail arm and flail leg ALS variants.
Neurology 2009;72:1087-94.

Patrikios JS. Contribution & I’Etude des Formes Cliniques et de I’ Anatomiepathologique de la
Sclérose Latérale Amyotrophique. Paris: Paris University; 1918.
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EVOELKTIKA onUEL

Ynueio 2XOALO

Asopdwoelg Avalntnon auvtwv

Atpodia yYA\wooog MAdyLa xeiAn, Seopdbwoelc-lwnpo avt. paonthpa
Split hand APB-IDIO>ADM

Mtwon kebaAng
JuvaLloBnuaTLky aKpATELN

Nontiki-ou pnepLdpopLkni
Statapaxn

A.A. MuaoBévela,puooitida
Weudo-npounkikn mapaAuvon, {wnpo glabellar reflex

Ertitk@Aun pe tnv peTwmo-kpoatadlkni avola



Tongue Fasciculations in Amyotrophic Lateral Sclerosis
Jaime Toro, M.D., and Saul Reyes, M.D.
N Engl J Med 2014; 371:e7July 31, 2014

Early or late appearance of “dropped head syndrome’
in amyotrophic lateral sclerosis

M Gourie-Devi, A Nalini, S San

J Neurol Neurosurg Psychiatry 2003;74:683—686



EKAeKTLKA KaTavoun tng atpodiacg (excitotoxicity hypothesis?)









Neurology. 2015 Dec 1;85(22):1995 Lou Gehrig and the ALS split hand. Kiernan MC, Turner MR.



XII.
Ueber einen Fall von primirer systematischer Degene-
ration der Pyramidenbahunen mit den Symptomen einer
allgemeinen spastischen Lihmung.

YVon

Prof. Dr. Adolf Striimpell

in Erlangen,

UNILATERAL ASCENDING PARALYSIS AND
UNTLATERAL DESCENDING PARALYSIS.
THEIR CLINICAL VARIETIES AND THEIR PATHOLOGIO

CAUSES.* Jour. A. M. A.
CHARLES, K. MILLS, M.D, Nov. 17, 1908.



Teaching Neuro/mages: Hypometabolism of the primary motor cortex in primary lateral sclerosis
The stripe sign
Jeremy Cosgrove, MRCP et al. Neurology June 16, 2015 vol. 84



2nUela Nooco¢ 2XOALO

Katwtepog KvnTikog veupwvag  KaAonbelg Seocdwoelg Muikn ox0c¢ K.¢.
MoAueoTlakn KvNTLKN veupomdBeta Muikn pala k..
NeupaAykni apvotpodia Alyoc T
Nooocg Kennedy Turkoc davoTumog
Motor CIDP JUMUETPLKN, VEUPOD.
Muooitida pe €ykAelota TUTIKOC dALVOTUTIOC

AVWTEPOC KIVNTLKOG veupwvac  KAnpovouLK ootk Tapandpeon  TUTIKOS GpavOTUTIOC
MNpwTtonabw¢ npoioloa MS AloBnt. dtat., MRI-OCB
MetaBoAkeG puelomaBbeLeg B12, Cu, AMN

Mkt Auxevikn ptlo-pueonadela AAyoc, oduykt. dar.



ALOKPAVLOKOC LOYVNTLKOG EPEBLOUOC oTnV ALS

Evbeifelc mpwipng pAolikAC UTEPSLEYEPTLUOTNTOG









AcBevnC Le TTOAUECTLOKA KLVNTLKA VELUPOTIABOELO



Noooc Kennedy (6.6. armtd MND)



KAnpovoulkn veupaAylkrn apvotpodia
POST POLIO



AcBevn¢ pe puooitida e EykAelota



AAAec kKataotaoelg ov xpnlouvv dtadoplki¢ dtdyvwong ano tn vooo Tou
KLVNTLKoU VEVpwWVA

 AocuUppetpn (HovopeAlkn) vwtiaia puikn atpodia (vooog tou Hirayama)

e FOSMN (facial onset sensory and motor neuronopathy)

e AktwoBepaneia (pllomAeéonabela)

Noluwéelc (WNV)



MRI A.M.2.2. og aoBevn pe vooo tou Hirayama

Hirayama K, Tsubaki T, Toyokura Y, et al. Juvenile muscular atrophy of unilateral upper extremity. Neurology 1963;13:373-80.



MRI A.M.2.3 og acBevn pe flail arm syndrome

Deluca GC, Boes CJ, Krueger BR, et al. Ventral intraspinal fluid-filled collection
secondary to CSF leak presenting as bibrachial amyotrophy. Neurology
2011;76:1439-40.



AcBevn¢ pe FOSMN

Broad R, et al. Pract Neurol 2015;15:293—-297



AcBevn¢ pe oodpuoiepd pLlomAe€omnabdsla AOyw aktivoBoAnong



AAAec kataotaoelc mou xpnlouvv diadopkic dtayvwonc ano
TN VOGO TOU KLVvNTLKOU VEVpWVA

 GM2 yayyAooidwon (late onset Tay-Sachs-Sandhoff disease)

* Triple A [achalasia-alacrimia-addisonianism] syndrome
(Algrove syndrome-aladin mutations)

e SYNE 1 mutations (ataxia plus syndrome)



AcBevn¢ pe mtuxwtn YAwooa (lingua plicata) og €dadoc ouvdpououv AAA
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Kataotdoelg mou duvavtat va tpokalouv avaotpePipuo MND-like cuvdpopo

MNapaveorAaopatiko oclvdpopo (Aépdpwpa, Ca paotou?)

Yriep-napaBupeoelSLopog

KolAlokakn

Yapkoeidwon

Brown-Vialetto-van Laere, Fazio-Londe

Amyotroph Lateral Scler Frontotemporal Degener. 2015 Jun;16(3-4):252-7. doi: 10.3109/21678421.2014.965178. Epub 2014 Oct 6.

Is there a paraneoplastic ALS?
Corcia P!, Gordon PH, Camdessanche JP.

Primary hyperparathyroidism and ALS: is there a relation? Jackson CE, Amato AA, Bryan WW, Wolfe Gl, Sakhaee K, Barohn RJ Neurology. 1998 Jun;50(6):1795-9

Transglutaminase 6 Antibodies in the Serum of Patients With Amyotrophic Lateral Sclerosis
Avi Gadoth, MD?; Beatrice Nefussy, PhD?; Margalit Bleiberg, PhD?; Tirza Klein, MD3#; Irena Artman, MD?; Vivian E. Drory, MD*

JAMA Neurol. 2015;72(6):676-681



Awnivorrapiic Lateral Sclerosis. 20073 8: 191-192

LETTER TO THE EDITOR

informa

healthcare

Amyotrophic lateral sclerosis with sarcoidosis

DIMITRIS KARACOSTAS!, DIMITRIS PARISSIS', BARBARA MICHAELIDOU!,
[IOANNIS MAVROMATIS! & ALLAN H. ROPPER”

'g: Deparement of Newrology, AHEPA University Hospiral, Thessaloniki, Greece, and *Deparmnent of Newrology, Cariras

St. Elizabeth's Medrcal Center, Boston, USA

Dear Sir,
Amyotrophic lateral sclerosis (ALS) is regarded as
a disorder of multple etiologies that have in
common progressive degeneration of both upper
and lower motor neurons (1). Sarcoidosis is a
systemic  granulomatous disease that primarily
affects the lung and lymphatic system and when it
involves the nervous systemn preferably affects the
base of the brain, and the cranial and peripheral
nerves (2). We describe a patient in whom ALS was
associated with sarcoidosis. To our knowledge, only
one similar case has been reported in the literature.
A S56-year-old female was admitted for evaluation
of progressive gait impairment commencing with left
foot drop one year previously. MRI revealed a disc
protrusion at the L4-1.5 intervertebral space. She
continued to worsen after surgery. Clinical re-
assessment revealed increased tendon reflexes in all
limbs, wasting of the left gastrocnemius muscle and
a left Babinski sign. Motor power (right/left) (MRC
scale) was: upper hmbs 5/5, iliopsoas 5/4, tibialis
anterior 5/3, extensor digitorum longus 5/2 and
flexor digitorum longus 5/1. Fasciculations were
noted in all four limbs as well as in the tongue. There
was no sensory deficit. MRI of brain and spinal cord
was normal. Hemartological. and biochemical tests
were normal and immunological and infectious
disease screening was negative. Tumor marker
studies were normal. Ant-GM-1, and anu-MAG
antibodies were not detected. The blood angiotensin
converting enzyme (ACE) level was 105 wl (normal
range 12-68 wl). CSF examination was normal,
including ACE level. Pulmonary CT showed bilat-
eral hilar adenopathy and biopsy of an enlarged
lymph node revealed multiple granulomata, with

epithelioid cells and sparse multinucleated giant
cells, without necrosis. Staining for M. tuberculosis
was negative, leading to a diagnosis of sarcoidosis.
Motor nerve conduction velocities from the peroneal
nerves bilaterally and the left dbial nerve ranged
from 40.5 to 44.2 m/s, while compound muscle
action potentials from all tested nerves were within
normal limits. The F-wave latency in the left tibial
and right median nerve was 52.7 and 26.7 ms,
respectively, with 90% persistence. The sensory
conduction wvelocity in the right sural nerve was
48.3 m/s with 11.0 ¢V amplitude. Needle EMG in
the wvastus medialis, tibialis anterior, peroneous
brevis, gastrocnemious, first dorsal interosseous
and biceps brachii revealed frequent fasciculations
in all muscles tested. Recruitment was mildly
reduced in the upper limbs and moderately
decreased in the lower limbs. Treatment was
commenced with prednisolone 20 mg daily and
riluzole 100 mg daily. Nine months later, there was
severe, diffuse muscle weakness with brisk tendon
reflexes in all limbs, and bilateral Babinski signs. The
hilar adenopathy had resolved. Repeat neurophysio-
logical testing demonstrated normal motor and
sensory conduction wvelocities along with 50% F-
wave persistence, occasional fasciculations and
severely reduced recruitment in all imbs.

The moelecular pathways causing motor neuron
degeneration in ALS are poorly understood (1), but
neurcinflammation has recently emerged as a
possible conuributer to neuronal damage (3).
Microglial activation with up-regulation of TNF-a
has been reported in the neuropil in transgenic
murine ALS models (1) and overexpression of
cytokines, including T™NF-a, has also been reported



AcBevnig ue Brown-Vialetto-van Laere

Brown C. Infantile amyotrophic lateral sclerosis of the family type.J Nerv Ment Dis. 1894;19:707—16.






“Let us keep looking, in spite of everything. Let us keep
searching. It is indeed the best method of finding, and

perhaps thanks to our efforts, the verdict we will give
such a patient tomorrow will not be the same we must

give this man today.”

Charcot (1889)



