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Demyelinisatios betegségek
felosztasa

Centralis Periférias
Sclerosis Guillain-Barré
multiplex szindroma
Neuromyelitis Chronicus

. . inflammatios
optica Devic demyelinisation
Balo fele neuropathia (CIDP)
concentricus Multifocalis
sclerosis MOroros

neuropathia (MMN)
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I Macrophage mediated Perivenous distribution of lesicnrs;

Fadial expansion of the lesions;
Inflammeatory infikrates composed of

T-cells and macrophages;

auto)immun’”

(60%’)) Activated macrophages and microglia
] associated with degensrating myelin.
(M} Antibody mrvech ated Sirmilar lesions as in | but additional

deposition of immunoglobulin and
activated complermant at sites of active

myclin destruction

(M} Dristal oligodendrogliopathy Inflammation by T-cells and macrophages;
amall vessel vasculitis with endothelial cel

Z2O0O0LIJRGH Q G U[R -D‘ni-:r-:-'-.-EE.EEI thrombosis;

en=ration of distal oligodendrocyte

E H W H J V « J ° " processes, followsd by oligodendrocyte

apoptosis and dermgelimnation

(V) Primary cligodendrocyte damage Similar lesion asin (1), but prominsnt
with secondary demyelination oligodendrocyte degeneration in a srmall
rimn of periplaque white matter

Hans Lassmann, Wolfgang Bruck and Claudia Lucchinetti  TRENDS in Mofacular Medcine Vol 7No. 3 March 2001



Brain (2000), 123, 308-317

Axonal changes in chronic demyelinated cervical
spinal cord plaques

Gabor Lovas,'* Néra Szildgyi,” Katalin Majtényi,> Mikl6és Palkovits* and Sdmuel Komoly!
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NEUROMYELITIS OPTICA

DEVIC'S SYNDROME

Trauninger Anita
Komoly Samuel
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Neuromyelitis optica (Devic)
betegségre kell gondolni

3 csigolya-szegmentumnal hosszabb myelitis
(ktlbndsen ha az a nyultvel be terjed)

Negativ OGP (esetleg leukocytak a liquorban)

Meger siti a gyanut: korabbi (sulyos) opticus
érintettseg

Sokat segit: aquaporin-4 ellenanyag

Devic betegekben ,,nem ritka” mas autoimmun
betegseg (Lupus)



Neuromyelitis optica (Devic)
betegséget nem zar ki

Agyl MR eltéres

Az adott pillanatban myelitis vagy opticus
érintettség hianya

Aquaporin ellenanyag hianya
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Kezelés semaja Devic
betegsegben

Imuran 2.5 mg/tkg — életre szoloan(?)

Medrol
1 mg/kg 8 12 (?)hdénapig (masodnaponta)

Csokentés iteme:
kéthetente 4 mg




Diagnozis késése ~ 16 ev

Name B.L P
Age 24 (gyermekkorban kezd d eset)
Optic Spinal Liquor
Year | Age nerve cord EDSS MRI OGP|pleocytosis Therapy
1990 7 right
tetraparesis
1999 16 emesis 3.0/ 1.0 neg. neg.
singultus
brain: T2 hyperintens
lesion in the
medulla
tetraparesis oblonaata .
2003 20 emesis 7.0/ 1.5 gnd Tg hyperintens neg. neg. sterl(il;lj(éIV)
singultus lesion over 5
“segment in the
thoracal spinal cord
2004 21 INF b
brain: T2 hyperintens
lesion in the
tetraparesis medulla _
emesis oblongata plasmapheresis
2006 23 singultus 7.5/ 4.0 : IVIG
continuous T2 azathioprin
dyspnoe hyperintens lesion in

the cervical and
dorsal spinal cord




Diagnozis késese ~ 6 év

Name S.T P
Age 27
Optic | Spinal Liquor
vear| Age nerve cord EDSS MRI OGP|pleocytosis Therapy
1999 19  left steroid (1V)
2002 22 left steroid (1V)
2003 23 left brain negative neg. neg. steroid (IV)
continuous cervical
T2 hyperintens lesion
2004 24 tetraparesis 6.0/ 2.5 over 5 segment,and neg. 180 LC/ 3 steroid (IV)
in the medulla
oblongata
2005 25 paraparesis 4.0/ 3.0 steroid (1V)
steroid (IV)
2005 25 paraparesis 7.0/ 4.5 same plasmapheresisl
NF b
steroid (IV),
2006 26 paraparesis 7.5/ 5.0 azathioprin,
(refuse per os
steroid)
. : steroid (IV),
continuous cervical, plasmapheresis
2006 26 tetraparesis 7.5/6.5 and thoracal T2 ’

per os steroid

hyperintens lesion o
yP /azathioprin




Diagnozis késese ~ 11 év

Name B.M.E. GY
Age 38
Optic Spinal Liquor
vear | Age nerve cord EDSS MRI OGP |pleocytosis Therapy
1994 25 rigth 4.5/0 brain MRI neg.
1998 29 right brain MRI
2000 31 right steroid IV
2000 31 right
2001 32 right
2001 32 left neg.
: cervical spinal cord:
2004 34 paresthesis 5 11 9 T2 Hi lesion over 4
paraparesis —————
segment
2005 35 left steroid IV
steroid IV
: ‘ plasma-
2005 35 tetraparesis 7.0/5.0 T2 Hl Ieglon ClI-Th pheresis
10, swelling chr-

azathioprin




Name T.U.T. DP
Age 48
Optic Spinal Liquor
Year| Age EDSS MRI . Thera
J nerve cord OGP|pleocytosis Py
diffuse T2 HI lesion in
araparesis the cervical myelon steroid IV
2001 46 parapare 4.5/3.0 and in the medulla neg.
diplopia and per os
oblongata (tumor
like swelling, cystic)
tetraparesis T2 Hl lesion in the steroid IV
2002 47 urinary 5.5/4.5 medulla oblongata
: . . and per os
incontinence and cervical myelon
: diffuse T2 HI lesion in
tetraparesis :
urinar the cervical myelon steroid IV
2002 47 _left . MY 70/6.5 and inthe medulla
—— jCONtinence bl t and per os
dyspnoe 0 onga’Fa (tumor
like swelling)
respiratory
insufficency
2003 48 death 10
(nursing
home)




hemisphere 3

medulla oblongata and myelon 5

myelon only 3

Localisation of the MRI lesions

@ hemisphere

B medulla
oblongata
and myelon

46% O myelon only




OGP positive 0

OGP negative 11

pleocytosis 4
27%
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O OGP
positive

m OGP
negative

[ pleocytosis




no resp. insuff. /

dyspnoe 1
respiratory
iInsufficiency 1

death
(due to resp. insuff.) 2 -

Respiratory insufficiency
18%

9%

9% 64%

@ no resp. insuff. B dyspnoe

O respiratory insufficiency O death
(arteficial ventillation) (due to resp. insuff.)
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Kezelés semaja Devic
betegsegben

Imuran 2.5 mg/tkg — életre szoloan(?)

Medrol
1 mg/kg 8 12 (?)hdénapig (masodnaponta)

Csokentés iteme:
kéthetente 4 mg




KOSZONOM A FIGYELMET
(a Devic-betegek nevében)!



