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Polyneuropatiak

velesziuletett sensoros — motoros - kevert

Demyelinisatios
szerzett Sensoros — motoros - kevert

Axonalis Sensoros — motoros - kevert

Kevert Sensoros — motoros
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Inherited polyneuropathies of mixed sensorimotor types

1. Idiopathicgroup
a. Peroneal muscular atrophy [Charcot-Marie-Tooth; hedégary

a. motor-sensory neuropathy (HMSN), types | and ]
b. Hypertrophic polyneuropathy of Déjerine-Sottas
c. Roussy-Lévy polyneuropathy
d. Polyneuropathy with optic atrophy, spastic paraplega, spinocerebellar
degeneration, me ntal retardation, and dementia
e. Hereditary liability to pressure palsy

2. Inherited polyneuropathies with a recognized metabalisorder
a. Refsum disease
b. Metachromatic leukodystrophy
c. Globoid-body leukodystrophy (Krabbe disease)
d. Adrenoleukodystrophy
e. Amyloid polyneuropathy
f. Porphyric polyneuropathy
g. Anderson-Fabry disease
h. Abetalipoproteinemia and Tangier disease




HMSN

» Epidemiologia:

— prevalencia: 1 - 3,6 / 10 000
— CMT 1A - 60%
—CMT 1X - 16%
—CMT 1B - 1,6%
- CMT 2 - 22%

Egyike a leggyakoribb 6rokiodé neurologiai
betegségeknek!




HMSN

e lassu progresszio
e szimmetrikus érintettseg

* chronicus periférias ideg es gyok
degeneratio (axon-myelin karosodas)



CMT pathologia

« CMT 1:
— hypertrophias demyelinisatiosieuropatia,
— chronicus remyelinisatio — ,,onion bulb”
— tapinthato idegek
— a vastag rostok pusztulasa
— jelentos vezetési sebesseg lassulas

e CMT2
— primér axonalis(nem demyelinisatios) tipus
— relative megtartott vezetési sebesseg
— késsbb indul?, enyhébb?




CMT tunetek I.

kezdet: kamaszkor, felréttkor

distalisan induld izomsorvadas és gyengeség —
equinovarusdeformitas

kessbb golya lab, ill. forditott pezsép palack
jelenség

enyhe foku erzeszavar
hypo-, areflexia
megvastagodott idegtorzsek 25%an



,pied en griffe”

,main en griffe”



CMT tunetek II.

e jaraszavar. sensoros ataxia, paresis, lab
deformitas, callus

 jelentos fajdalom ritka!

 hideg, livid, duzzadt labfe).

* nincs vegetativ tlnet!



CMT tunetek IlI.

Labor eredmények negativak.

Liquor lelet nem jellegzetes.

Genetikal tesztek!

ENG-EMG!



CMT: differencial diagnosztika

e CIDP!

 AIDP

e diabetes mellitus
e alkohol

e vesebetegség



CMT: prognozis, kezelés

* Az élet kilatasokat nem befolyasolja

* Oki kezelés jelenleg nincs.



Charcot-Marie-Tooth betegség:

Jean-Martin Charcot (1825-1893),
Pilerre Marie (1853-1940),

Howard H. Tooth (1856-1926).



,the Father of Neurology”

Amyotrophic Lateral Sclerosis (ALS), also called Chaixdisease;
Charcot Foot,

Charcot Joint,

At one point in time, ALS, Multiple Sclerosis (MS) and CMvere
collectively called Charcot's disease,






Pierre Marie

Dr. Pierre Marie Charcot tanitvanya volt a Salpégrier
Intézetben

1886 Februar

Sur une forme particuliere d'atrophie musculaire
progressive, souvent familial, débutant par les peids
et les jambes et atteignant plus tard les mains.

Pewvue de Médecine, Paris, volume 6, pages 97-138.

"Concerning a Special Form of Progressive Muscular
Atrophy Often Familial, Starting in the Feet and
Legs, and later Reaching the Hands."



e H. H. Tooth

 Howard H. Tooth a ,diploma munkajan” dolgozott
(MD degree at Cambridge University, England)

e Tézisenek cime:
The Peroneal Type of Progressive Muscular Atrgphy
London: H. K. 1886majus 26



Rudolph Virchow 1855
Aran 1855

Eulenberg 1856
Friedreich 1873

Osler 1880

Ormerod 1884



Polyneuropatiak

veleszlletett: sensoros — motoros - kevert
Demyelinisatios
szerzett: sSensoros — motoros - kevert

Axonalis sSensoros — motoros - kevert

Kevert sSensoros — motoros



Polyneuropatiak

Demyelinisatios polyneuropatiak

Uniformis Szegmentalis
motoros — sensoros - kevert motoros > sensoros kevert
HMSN LIV AIDP diab.mell.
leukodystrophiak CIDP uraemia
MGUS
myeloma
MMN
lepra
lymphoma

HNPP



Immun demyelinisatios polyneuropatiak

*Acut
*Guillain - Barre sy
«Chronicus

eChronicus Immun Demyelinisatios Polyneuropathia

(CIDP)
*Multifocalis CIDP
*Multifocalis Motoros Neuropathia (MMN)
*Anti-MAG sy
*GALOP sy
*Anti-sulfatide antitest sy (serum M proteinnel)
*Anti-GM2 antitest sy
‘POEMS sy
*Perineuritis
*/gM és anti-GD1b antitest sy



Guillain-Barré szindroma - AIDP

Szinonimak:

AIDP

Acuteinflammatory @ myelinatingoolyneuropathy
Acute idiopathic polyneuritis

Guillain-Barré syndrome



Landry-Guillain-Barre-Strohl szindroma

o akut, mmunmedialt gyulladasos demyelinisatios pelynopatia
(AIDP)

« epidemioldgia:incidencia= 0,6-2,4 / 100 000, ffi/&h1,25:1
— nem jarvanyos, nem szezonalis
» etioldgia:
- cellularis autoimmun betegség, ismeretlen antigén
- molekularis mimikri (a Campylobacter jejuni
lipopolysacharidaja GM1-hez hasonlo strukturaju)
* korélettan
- szegmentalis demyelinizacidé €s mononuclearis
Infiltratio



Normal motor axon

- . # .

Myelinated Axons: Segmental demyelination in MultifocalMotor
Neuropathy (MMN)



GBS

Prodroma
*Felso léguti: + CMV titer = 18%

flatalabb betegek
kifejezettebb érzészavar es agyideg érintettség
*Antitestek

se IgM vs GM2 gangliozid gyakrabban



Landry-Guillain-Barré-Strohl szindroma

 Kklinikal tunetek: a plato a 3.-4. hét koral !

motoros. infectio (CMV,C.jejuni,EBV) utan
akut ascendald szimm. paresis
hypo-, areflexia
agyidegbéenulas (50%-ban facialis)
legzesi elégtelenseg

sensoros: nem éleshatarupar- €s hypaesthesia

vegetativ: tachycardia-bradycardia,
hypertensio-hypotensio



GBS

e Paresis:

e eloszlas: proximalis + distalis; szimmetrikus
e sUlyossag: tetraplegia 30%;
agyhozkotott 30%
* |égzési elégtelenség
o vital capacitas < 1 liter: ITO
0 a betegek cca. 1/3-a



GBS

*Agyidegek(70%)

on.VIl
0 ha szimmetrikus, alt. korali tinet
0 ha aszimmetrikus, alt. kesi

0 szemmozgato idegek — atfedés (Miller-Fisher)



GBS
Reflex kiesés

« 70%-ban mar koran
 leggyakrabban az Achilles reflex esik ki
 a biceps reflex alt. megtartott marad

*végig megtartott reflexek — keress mas betegséget !

Sensoros

paraesthesiak: kezdetben 50%an
fajdalom: 70%-ban jelentos
érzeskieses: alt. valamennyi modalitas



GBS

«Autonomic dysfunctio (60%)
* RR:
transiens hypertensio, vagy hypotensio

eRitmuszavarok: sinus tachycardia; bradycardia

» holyag: sphincter tinetek 10% - 15%
*Gl: ileus
efolyas a motoros-sensoros tlinetekkel paralell




Landry-Guillain-Barre-Strohl szindroma

o diagnosztika klinikum, liguor, EMG
o differencial diagnosztika: acut myelopathia,

myasthenias crisis,
botulismus

 Eleshatari érzészavar, incontinentia atipusos!!!

* AIDP variansok:
- Fisher sy (ophthalmoplegia, ataxia, areflexia)
- acut motorosaxonalisneuropathiaAMAN)
- acut motoros esensorosaxonalisneuropathia
(AMSAN)
- acut pandysautonomia



GBS

Liguor: sejt-fehérje disszociacio

feherje
korai szakban (1- 2 nap): altalaban (85%) normalis!
kestbb: magas 66% az 1. héten, 82% a 2. héten

esejtszam: normalis (90%)

+,0ligoclonal bands™: 10% - 30%



Landry-Guillain-Barré-Strohl szindroma

e Kezelés:

— PEX: enyhe esetben 2, sulyos esetben 4
alkalommal

lehetoleg az eld két hétben!
—Ivlg (0,4g/tstkg/nap 5x)
—szOwdmeények megedzése
—rehabilitacio



Landry-Guillain-Barré-Strohl szindroma

* Prognozis:
-jJavulas 2 évig varhato
-3-8% hal meg sz6gdmenyben
-5-10 % kifejezett maradvanytiinetek
-3%-ban ismétbdik a betegség



-Wardrop és Ollivier 1834, Graves 1848  az dideiras?

-Landry, 1859 fatalis kimenetdi akut aszcendaléo motoros
tulsulyu paralysis Iégzési elegtelenseggel

Jean Baptiste
Octave Landry
de Thezillat
1859

- Westphal 1876 Landry-féle aszcendalo paralysis

- Ostler 1892 akut lazas polyneuritis



SUR UN SYNDROME DE RADICULO-NEVRITE AVEC HYPERALBUMINGSE DU LIQUIDE
CEPHALO-RACHIDIEN SANS REACTION CELLULATRE. HEMAROUES SUR LES

CARACTERES CLINIQUES KT GRAPHIQUES DES REFLEXES TENDINEUX,

par MM. Geonces Gumorax, J.-A. Bameg et A, STRoOHL.

—radiculoneuritis, albuminocytologicus disszociacio - 216

Dragonescu és Claudian 1927: ,, Guillain-Barre syndrome”
Landry féle ascendalo paralysis, akut lazas polynsuradiculoneuritis



1949 Haymaker és Kernohan szélesebb
értelmezeés

1953 Guillain: benignus korkep,
Infectio nem allergia

1956 Charles Miller Fisher
1958 JH Austin chr. GBS
— 75 Dyck CIP

—82 Dyck et al CIDP



Epineurium

Interfascicular e

Nerve

Perineurium ¢



o Anatomia
— myelin huvellyel ellatott rostok 40 %-a < 7um
— csupasz rost > myelin hivellyel ellatott rost

4X
e Fiziologia:
C rostok:

— ho, fajdalom, nyomas, kémiai inger

— vezetesi sebesség < 2 m/sec

A-delta rostok

- hideg, cutan nociceptio

- vezetési sebesseg < 20 m/sec

Autonom rostok
- preganglionaris sympathicus és parasympathicus arglin

efferens myelin htvellyel ellatott rostok 1,5 — 4,7 um

- postgagnglionaris csupasz rostok



Veékony rost neuropatia
o Definicio:
- a sensoros neuropatiak altipusa
a vekony rostokat és funkciojukat erinti

- fajdalmas paraesthesia

- az alabbi harombol legalabb egy koros

- neuroldgial status (vibracios erzes csokkgene
Achilles areflexia)
- elektrofiziologia (QST, QSART)

- szOvettan (epidermalis idegasalysis)



A vekony rost neuropatia klinikai jellendit
e pozitiv tinetek:
— bizsergés, viszketés, hasogato-esfy kez es lab fajdalom
— allodynia, gbrcsok, néha ,restless legs”
— @jszakal tulsuly
e negativ tinetek
— hidegségerzeés, erzéketlenseg
e autonom tunetek
— megvaltozott verejtékezes
— Szaraz szem es Sza;
— borelszineddes
— erectilis dizfunkcio (40 %!)
* neurologiai tinetek
— csOkkent l# és fajdalom szenzitivitas
— megtartott izoméy, ep reflexkdr, ép propriocepcio
— normalis vibracids erzes (kivéve nagyujjak)




A vekony rost neuropatia diagnosztikaja |.

electroneurographia

— altalaban negativ

SSR

— kdnnyen elérhét kivitelezheb
— alacsony érzekenyseég

— alacsony specificitas

QST!

QSART!

Egyéb sudomotor tesztek

— thermoregulatoros verejték teszt
— Silastic ,,skin imprint” modszer
Egyéb vegetativ tesztek

— Valsalva

— HRV




A vekony rost neuropatia diagnosztikaja Il.

* QuantitativeSensoryTesting QST)
— meleg, hideg és fajdalom klisz6b
— szubjektivteszt
— tag hataru normal ertekek
— 60-85 %-0s érzékenyseg
— viszonylag magas megbizhatosag és specificitas

* Quantitativesudomotoraxonreflextest QSART)
— postggl. sympathicus sudomotor functio merése
— dragaspecialis keszilélehezen hozzaférhét
— objektiv és specifikus adatok
— magas erzekenysed0 — 80 %



A vekony rost neuropatia diagnosztikaja Ill.

* biopszia

— periférias ideg biopszia

—epidermalis idegrost analysis
» a basalis membranon athalado epidermalis
rostok densitasa
* nehezen elérhetd

 magas diagnosztikus érzékenység, 88 %



Figure 1 Quantification of intraepidermal nerve fibre (IENF)
density using bright-ficld immunohistochemistry with anti-
protein-gene-product 9.5 antibodies. Arrows indicate IENF and
arrowheads indicate dermal nerve bundles. The red line marks the
length of the section. Linear IENF density (IENF/mm]) is obtained
dividing the number of ITENF by the length of the section,

Bar = 30 um.

Lauria G etal. EFNS guidelines on the use of skin biopsy inhe diagnosis of peripheral neuropathy.
European Journal of Neurology 2005;12:747-758



Figure 2 Propction ol a stack ol 16 optwcal sections of 2 ym

thickness obtained by confocal microscopy from a tniple-stained

skin section. Nerve fibres are stained in green (protein-gence-

product 9.5), basement membrane and the blood vessels are

stained 1 red (collagen [V), and endothehum and epidermis are

stained 1n blue (ULEX-Europaeus agglunmn 1). Arrows indicate

IENF and arrowheads mdicate dermal nerve bundles. The quan-

tification is performed in 3D on the stack of optical sections using

Neurolucida software. Bar = 5 um.
Lauria G etal. EFNS guidelines on the use of skin biopsy inhe diagnosis of peripheral neuropathy.
European Journal of Neurology 2005;12:747-758



Intraepidermalis rost denzitas

Normalis denzitas Csokkent denzitas és kérosan
megvastagodott rostok

Arezzo JC. Am J Med. 1999:107:9S-16S.



Advances I Cllacal Neawmphyl fuk-.u}

rEanpiemenrs fo Cllecal Neawophynnkopy, Wi, 570

BEdicors: M. Hallem, LH. Phillips, [, D.L. Schomer, 1.4, Maney
& 2004 Elsavier BUY. All rights reserved

Chapter 12

Clinical utility of pain - laser evoked potentials

3. Crucen™ and L. Garcia-Larrea”

* Deparmment of Newrologle ol Sclences, La Seplenga Universihy, Kome (Tialv)
b Centril Mdepsarion of Paln il — INSERM E342 and Clade Bemard Daivers!iy, von (France)



A veékony rost neuropatia diagnosztikals.

 |ézerrel kivaltott valasz (LAEP)

— a lézerrel tértéhingerlés hatasara kialakulé impulzus a br
felszini retegeiben elhelyezk&dzabad idegvedesek A
delta es ¢ szelektiv stimulalasara

— a lezerrel kivaltott valaszok a vékony rostokotatiaak a
spinothalamicus palyak és az agy fele.

— a kivaltott kééi valaszok az A delta, az ultra Késalaszok
pedig a csupasmciceptiv palyak gkodésétesztelik




A veékony rost neuropatia diagnosztikaja !

ear drum
Middle Ear




A vekony rost neuropatia lehetséges okai

idiopatias

diabetes mellitus és csdkkent glukdz tolerancia!
systemas amyloidosis

alkohol

gyogyszerek (pl. metronidazol)
Sjogren sy.

AIDS

hyperlipidaemia

Fabry kor

monoclonalis gammopathia
etc.




A vekony rost neuropatia kezelése

anticonvulsivumok

— gabapentin 300-3600 mg
— pregabalin 300 — 600 mg
— lamotrigine 25 — 400 mg
— topiramate 50 - 40 mg
antidepresszansok

— amitriptiline 10 — 100 mg

— Venlafaxine XR150 — 225 mg
antiarrhythmias szerek

— mexiletine 750 mg-ig
opioidok
— tramadol 200 — 400 mg

— ,CR” oxycodone 20 — 60 mg



Vékony rost neuropatia - Osszefoglalas

e gyakorikorkép
* kinzo panaszokfdjdalmas lab 60 ev f6l0jt
 minimalis neurologiai tliinetek
e negativ hagyomanyos vizsgalati eredmenyek
e pozitiv specialis tesztek: QST, QSART,
epidermalis idegrost analysis, LAEP
e sokszor idiopatiad{MV?, IGT?, amyloidosis?)

* kezelésgabapentin, pregabalin, amitriptilin

Lauria G. Small fibre neuropathies.

Current Opinion in Neurolog200518:591-597
Lacomis, D. Small-fiber neuropathy. Invited review.

Muscle Nerve 26: 173-182002



Statinok viselt dolgal

Myotoxicitas: myalgia izomgorcs, paresis, CK, rhabdomyolysis

Gaist et al. Statins and risk of polyneuropathy: a caseticm study.
Neurology 2002;58:1333-1337.
7 beteg, 465 000 lakos

Donaghy M. Assessing the risk of statin- induced neuroldggorders:
statins and neuropathyNeurology 2002;58:1321-1322.

NNTH 2200

Leis et al. Editorial. Statins and polyneuropathy: sejtthe record
straight. Muscle Nerve 2005;32: 428-430, 2005

1 beteg alkoholista, 1 betegj.o. peroneus park$isteg norm.
reflexek és EMG, 1 beteg myopathia, pontatlan skag&000
beteg az USA-ban?



. Indeed, we founandisputable evidence that the
study by Gaist et al is invalidnd the estimates of
statin-induced neuropathy put forth in the editorial
by Donaghyshould therefore be disregardedhe
Incorrect information disseminated by the Gaist
article has alreadgpened the door to malpractice
lawsuits”



Statinok viselt dolgal

Campbell AW. Editorial. Statin myopathy: The iceberg a its tip?
Muscle Nerve200634:387-390.

Statin myopathia incidenciaja: 11/100 000 ev
Law és Rudnicka, 4 cohort vizsgalat metaanalizise
(2006, Am J Cardiol) 16 beteg

Statin pnp incidenciaja 12/100 000 év?

Hol vannak a betegek?



Small-Fiber Neuropathies

*Diabetes mellitus
*Alcohol/nutritional deficiency
Amyloidosis (familial and primary)
*Drugs/toxins
«Cisplatin
*Disulfiram
Isoniazid
*Metals (gold, arsenic, thallium)
*Metronidazole
*Primary biliary cirrhosis
*Hypothyroidism
*Heredofamilial
*Hereditary sensory and autonomic neuropathy types, IVl
*Fabry's disease
sTangier disease
eDominantly inherited burning foot neuropathy
*Sjogren's syndrome
Human immunodeficiency virus
eHyperlipidemia
*Monoclonal gammopathy of uncertain significance
eldiopathic




Fatfern of
neurapalie
sympdoms and
=igns

Cnsed

Sansary signs

fdcdor
symploms
Ceap lendan
reflaxes
Nernva

canduchion fasls

Nerwe Diopsy
Prognosis

Faciitaxai
neurapathy

Myelinopathy

May be length-
dependant, but proximal
regions are affected
aarly

hay be rapid or
subacute

Mumbness, paresthesia,

and weakness

Vibraton and
propnoceplicn affected
= pain and lemperature

Distal and proximal
waakness
Generalized areflexia

Latency and conduction
velocity affected =
amplitude

Active demyelination
and remyelnaton
Generally rapid
recovery

Unlikely

Axonopathy

Distal, lengih-dependent
and symmetnc

Show evoluborn

Dysesthesia and distal
WEAKNEEES

FPain and temperalure
affected = vibration and
proprioceplion

Distal weakness

Distal areflexia

Ampliludes affected >
latency and velocily

Axonal degeneraton and
regenaration

Good bl slow recovery

Associated with high
cumulative doses

Ganglionopathy

aimultaneoss onsel in upper
and lower imbs and,
occasionally, in the face

Fapid

Mumbness, paresthesia,
generally pure sensoey

Vibration and proprioceplion
affected > pain and
temperature

Generally no weakness

Generalized areflexia

Amplitude affected = latency
and velocity

Axonal degensraton and
regeneration

Poor recovery

Associated with high single
doses




Pathways Leading to Pain in Peripheral Neuropathy ad Potential Sites of Pharmacologic

{altered expression of
Mat, K* and Cal* channels)

Interventions
Increased excitatory input
Excitatory s
inte on Sprouting
GABAergic S #.B;;am:"g Sprouting sympathetic axon
interneuron | S
\ : o |
Ty Naciceptive neuron




Endonerium

Nerve Trunk




TABLE 1: CLASSIACATION OF NERYE FIBERS

Motor (efferent) fibers

Group  Subgroup  Type* Diameter Conduction Myelin Function
{pm}) Velocity (mis) Characteristics
A, Aa [0-21 S0-100 Myelinated Alpha-motor neurons (extrafusal muscle)
Ag 2565 | 0-40 Myelinated Garmma-rmaotor neurons to muscle spindle (intrafusal muscle)
B [-3 3-15 Myelinated Preganglionic autcnomic motor
C =] 05-2 Uniriyelinated Autonomic motor
*Mot applicable to motor fibers.
Sensory (afferent) fibers
A, Aa la and Ib 12-22 J0-120 Myelinated Proprioception—Gelg tendon organ, annulospiral
Ab I 5-12 30-70 Myelinated Flowwer spray endings, and toudh, pressure and vibration receptors
Ad 1l [-5 |2-30 Myelinated Free nerve endings—fast pain and temperature
B 1l [-3 3-15 Myelinated Preganglionic autonomic sersory
C IV 03-13 05-23 Unmiyelinated Pre- and postganglionic sympathetic; mechancreceptors, slow pain

and temperature



Charcot-Marie vs. Charcot-Marie-T ooth

after the two French doctors. Tooth's name was included because of his
contributions and simultaneous efforts. Hence the name Charcot-Marie-
Tooth. However, anyone needing to find journal articles on the disorder in
the MEDLINE directory of medical journal articles, will have to search for
the disorder by the name Charcot-Marie. The syndrome was called
Charcot-Marie disease for several years

Immortality! Who published first?

The papers by Drs. Charcot, Marie and Tooth were published in 1886. But
they were not the first to publish information about this syndrome. As Brody
and Wilkens write, "The credit for discovering a new disease is often given
not to the one who describes it first, but to the one who describes it when
the time is ripe. ... iIn 1886 medical knowledge had advanced sufficiently to
accept this entity ... The simultaneous publications by Charcot and Marie in
France and by Tooth in England do not attest to coincidence but to the fact
that the medical world was ready to appreciate the finer clinical distinctions
existing within the large group of progressive muscular atrophies." [Brody,
Wilkens] The earliest published articles an CMT were published by
Rudolph Virchow in 1855, and possibly by Aran, also in 1855. Several,
other authors published their findings before Charcot, Marie and Tooth.
These authors included Eulenberg, Friedreich and Eichorst



Landry-Guillain-Barré -Strohl szindroma |.

o akut, immunmedialt gyulladasos demyelinisatios
polyneuropatia (AIDP)
e epidemioldgia:incidencia= 0,6-2,4 / 100 000
 etioldgia:
- cellularis autoimmun betegseg, ismeretlen antigén
- molekularis mimikri ( a Campylobacter jejuni
lipopolysacharidaja GM1-hez hasonld strukturaju)
* korélettan
- szegmentalis demyelinisatio €s mononuclearis
Infiltratio



Landry-Guillain-Barré -Strohl szindroma |l.

 klinikal tlnetek:

motoros infectio (CMV,C.jejuni,EBV) utan
akut aszcendald szimm. paresis
hypo-, areflexia
agyidegbéenulas (50%-ban facialis)
legzesi elégtelenseg

sensoros: nem éleshatarupar- €s hypaesthesia

vegetativ: tachycardia-bradycardia,
hypertensio-hypotensio



Landry-Guillain-Barré -Strohl syndroma lll.

AIDP variansok:
- Fisher sy. (ophthalmoplegia, ataxia, areflexia)
- acut motorosaxonalisforma (AMAN)
- acut motoros ésensorosaxonalisneuropathia
- acut pandysautonomia
diagnosztika: klinikum, liguor, EMG
differencial diagnosztika: acut myelopathia,
myasthenias crisis, botulismus
Eleshatar( érzészavar, incontinentiaatipusos!!!
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Landry-Guillain-Barré -Strohl szindroma V.

e prognozis:
- a betegek tébbsege meggyogyul — kb. 2 évig
varhato javulas

- 3-8% sz6wvdményben (Iégzésbénulas, pneumonia,
ritmuszavar, embolia) meghal

- 5-10%-ban maradvanytinetek
kezeles: PEX
ivig
Steroidnak nincs igazolt hatasa!



AIDP

« KOz0s jellemak:
*Prodroma
» a betegek 50%aban a betegséget medid ket hétben
*Progresszio
e Atlag: 5-10 (2-28) nap
|_efolyas
e altalaban monophasisos
* relapsusok ritkak
*Prognozis
«tObbnyire |0
sLiquor
emagas feherje tartam (> 0.55¢g/L)
» keves sejt



AIDP

- Valtozo tulajdonsagok:
e MOtOros, Sensoros €s autonom érintettseg

e demyelinisatio, vagy axon laesio tulsulya



Torténelmi attekintés

Wardrop és Ollivier 1834
— azel$ leiras?
Landry, 1859

— fatalis kimeneteli akut aszcendalo motoros tulsulyu paralysis
legzesi elégtelenseggel

Osler 1892

— febrilis polyneuritis

G Gullain, J.A. Barre, A. Strohl, 1916

— polyradiculoneuritis, albouminocytologicus disszociai®
Fisher, 1956

— ophthalmoplegia, ataxia, areflexia, GQ1b gangliozid
Feasby, 1986

— axonalis forma

McKhann 1993, Ho 1995

— AMAN, Campylobacter jejuni infectio



GBS

Klinikal tinetek

Kezdet:

*Gyengeseq: AV
*Fajdalom: derek és AV
*Erzészavar: disztalis zsibbadasok



