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OEPAIEIA AMNOAPAZHZ-AIAQYIHZ



OEPAIEIA AIA2Q2H2



|loTOPLKN OVOLOPOUN

* 1914 Nepypadn tnc pebodouv amo tov John Jacob Abel
e 1952: Mpwtn xpnotpomoinon tnc nAacpadailpeonc yla ThV OVILLETWTILON
NG urtepyAoLlotntoc o€ aoBevn He TTOAAATTAO HUEAW QL.

e 1960": Eupeia armodoxn w¢ Beparmeio tnC umtepyAoLotnToq

e 1976: avadopa wc nmbavn Beparmeia yia puaocbevela

e 1978: mpwtn Xpnotuomnoinon wc Bepamneia yia to cuvdpopo Guillain Barre

e 1980°- : kaBiepwon tnc nAaopadaipeonc we amoteAeoUATIKNC Beparelag
yLa To cuvopopo Guillain Barre kot tn puacBevetla kot otadLakn

nPocOnkn Kol VEWV evOeLEewv.



* AY=HMENO NMO20ZTO NEYPOANOZOAOTIIKQN NOZHMATQN mouv pmopouv
TOXEWC va e€eAyBouv Kal va TIPoKAAECOOUV ATIELANTLKEC yia TN (W KALWVLKEC
KOTOLOTOOELC.

* OEPATIEIA AIADOYTHZ-AIAZQ3H2

* JE AMNOTYXIA OEPAMEIQN MNMPQTHZ TPAMMHZ 1 MEXPI NA APAZOYN AAAEZ
OEPATIEIE2.

* AIJAOGEZIMOTHTA IVIG kat ANTENAEIZEIZ ZE AYTH.



TABRLE 1 Catepory and grade recommendations for therapeutic apheresis.

Dhisease foondition Inmdicatiom Procedore Category Grade
Meure disseminated encephalormyelitis Sreroid refracrory TPE I .
MAoute inflammatory demyelinaring Primary treatment TPE I 1A
polyvradiconloneuropathy LA I 1B
Chronic acqguired demyelinating IgG/IgA/IgM related TPE I 1B
polyneuropathies Anti-myelin-associated glycoprotein TPE I 1C
CANOMAD/CANDA® TPE Irx 22
Chronic focal encephalitis TPE/IA ITI .
Chronic inflammmatory demyelinating TPE/IA I 1B
polyradiculoneuropathy
Multiple sclerosis Acute attack/relapse TPE | 1A
IA 1T 1B
Chronic primary or secondary TPE/IA I1x 2B
progressive
Myasthenia gravis Acute, short-term treatment TPE/DFPP/IA I 1B
Long-term treatment TPE/DFPP/IA I 2B
Neuromyelitis optical spectrum Acute attack/relapse TPE 11 1B
iscrder IA 1 1C
Maintenance TPE ITI 2C
N-methyl-D-aspartate receptor TPE/IA | 1C
antibody encephalitis

L. Connely-Smith etal. Guidelines on the use of theurapeutic Apheresis in Clinical Practice. The Ninth Special Edition. J Clin Apher.2023;38.77-278



Voltage -pated potassinm channel TPE/LA I1 18
antbaody-related disenses

Idiopathic inflammatory myopathies™ Anti-synthetase-syndrome TPE Inr 2B
Clinically amyopathic TPE I 2B
dermatomyositis
Immune-mediated necrotizing TPE i1 2B
myopathies
Steroid-responsive encephalopathy TPE IT 2
associated with autoimmumne
Sdff person syndrome TPE mI 2
Immune checkpoint inhibitors, TPE IIn 2C

immune-related adverse events™

Alzheimer’s disease™ Mild or moderate TPE I 2A

Paransoplastic neurological TPE/LA IIx 2C
syndromes

Pediatric autoimmuane PANDAS/ PFAMNS, exacerbation TPE I 1B
neuropsychiatric disorders Sydenham’s chorea, severe TPE I 2B

Progressive multifocal TPE Inr 1nc

leubkoencephalopathy associated
with natalizmaly

Lambert-Eaton myasthenic syndrome TPE 1 2C

Autoimmune dysautonomia® TPE 1 2C

L. Connely-Smith etal. Guidelines on the use of theurapeutic Apheresis in Clinical Practice. The Ninth Special Edition. J Clin Apher.2023;38.77-278



Mnyaviouoc Apaonc



Regulatory
T cells
C—> ADAMTS1I3 D
UPPressor ﬂ T cells
T cells
Cytokines T— >
u B cells
= E
Figg 1. Possible mechanismms of plasma exchange. (A) Remowval of
prathological antuibodies. (B) Stmamulates the prolhifcratnion of B ccells
and plasmma coclls, sensitizing them o imumunosuppressants. (<)

Remowval of immune complexes with enhanced macrophage/mono-
cyvie function. (D) Replacement of massing plasma components, such
as AIDAMTSIS (a disimtcgrin amnd mctalloprotcasce with thrombo-

spondin typc 1 motifs 13). (E) Removal of cytokines. (F) Changes in
Ivmphocyte mnumbers. ((G) Increased T regulatory cells and T suap-
proessor activity., (H) Correction of altecred T-helper ocll typec 152

(Thi/Th2) ratio favouring Thil predominancec.

H M. Reeves et al. British Journal of Haematology, 2014, 164, 342-351



MYAZOENEIA

e Emintwon 7-23/1000000

* Mapouoia OVTIOCWHATWY TTOU TtapepBoivouv otnv AslTtoupyia TG
veupouulkng cuvang (anti-AchR 85%, anti-Musk 8%, anti-LRP4 1%).



MYAZOENEIA

* H MAAZMAOAIPEZH EXEI ENAEIZH 2THN MYA2OENIKH KPIZH, 2THN YMOTPOIH
ME 'ENIKEYMENH AAYNAMIA KAI MPOMHKIKH 2YMMETOXH, 2E
MPOEIMXEIPHTIKH NMPOETOIMAZIA TIA ©YMEKTOMH.

* J2YNHOQZ 4-6 2YNEAPIEZ MAAZMAQAIPEZHZ o€ 10 pe 14 nuUEPEC
* 2YNOAIKA 1-1,5 TPV

* 2[TANIOTEPA MMNOPEI NA XPHZIMOTNOIHOEI KAl 2AN OEPATEIA 2YNTHPH2H2 2E
ANOEKTIKEZ MOPOEZ2 NMOY AEN ANTAINMOKPINONAI 2E AAAEZ OEPAMEIE2
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Jacob S, Farrugia ME, Hewamadduma C, et al. Pract Neurol 2025;25:422-437



Table 1 Summary of the most commonly wied medication in myasthenis gravs eflecive within deys

_Eﬁuﬂw uﬂhh hyi

Metation Usual adult dose Comman side eflects Caution/manitaring Hates Level of evidence

Prrdostigenine Start at 30 mg TOS 1o QDS dowdy tirate up to 260 Mustle/abdoemingl oramps. Bradycardia, asthma, hean Fropantheding 15 mg T0S to 004 may  Chrical practice
mgfday diarhoea, increased salvatin, drspase he used 10 counteract chofinengic side

bladder ungency affects.

Intravencis 1 gfeg ar 2 gfeq m divided doses over 25 days I-I-a.a-:la-:he [as-mut rrmrrgms.ll and  enous theombosmbalism Wiy be repeated monthly. Use as Chrecad practice; RET
rmmunegiooulin —r e e e P LE maintenange theragy is exceptianal
msl‘-and transamlr:ltrs

Lrirma iwchinge  Four 1 five exchange Hypocakanmia symptors durig Caution in anticaagulaticn, Wy b repated moehly. Use o Chrical practice;

erlusion {due Yo ECTA usey actie Sips of pregnancy mainterdndn hevapy i siceptianal — serns RCT
_ Haesnadyramic initabibty _ - _
Elgartigimoa® 1 1pG degletion B et T — e L DBRCT
dage 1.2 g for 4 weeks, subcutansous dose & 1000 it anly
iy [or-al patients] weekly for 4 weeks,
Repeated i necessary & per MG-ADL soores
jususlly &t least 3 weeks after the last dase of
prewiis opclel
Tiscaplan® Dy s dose ackizsted far body weight. Range 16.6 - Injection site resctions Need meningococcal vaccination Mot mutinely svaiishls - specizsis DRRCT
my ta 3.4 mg daily indtiaton anly
Rocomlmimenah  280-840 mg {as per body weight] once weakly far - Anginedema; arthralgra, increased Net outinely svailsbie - specisis: DBRCY
& vy, sulsequent G-wieck Ereatment qrles to b sisk of inlections infliahon anly

administered amarndng o clinical evaluation

*Some of the potentlady effective taiapies induge cldnewrin mhibitors (cidosporn, tacraimus], neenatal Fo gamma meeeptor blackers (ag, efasrtigmod, meanaluizumaty, C5 compiement imhibitoes (e, scuizumab,
eevuibumaby, Flutoplar) and alkylating chemathesapy sgents (g, oydophasphamide). Fom the newe dess of medications, only efganigimod, rozaraliszumad and mutoplan are menthned aboe since these diugs are

st Tamdiee 10 the authors autside a direcal rlal This does it mean that thase ae the only drogs svailatde r these sre i any vy Supenion 10 aiher diags with siemllar mechardsims of action, Ve recosmend deosain
wfth an MG spéciae in atvince of stamng rese sgants

ADL, actives of daiy iving; DERCT, doubde-bdind ACT MG, myastheris gravs; 00, ence dedy; Q08 Tour ties & day: ROT, ancdomised conmrolled tis 400 subiutaneous; TG, thies Tives @ day.

Jacob S, Farrugia ME, Hewamadduma C, et al. Pract Neurol 2025;25:422-437



TS LH | e TS S RIS R KT BSES
= Woarsening breathlessness

= Progressive drop in FVC

« FVC less than 20mi kg
= Frequent choking
»« Severe dysarthria

= Significant neck drop




Myasthenia Goravis (MG

et al, 1977 Case seres of fiv pants 5 ﬁ

Newsom-Uavis e al. 1979 Sludy evaluating ong-erm effects o ] ]
PLEX

(iajdos e, 197 Randommized clnical tial evaluating [Vlg and -~ 41 {
PLEX

Burthetal. 2011 Compartson of [V1z and PLEX n MG 4 4]

Makmo ¢t l. 208 Retrspecve sudy compering [Vlg and PLEX 19 19

Kumar etal. 213 Retrospectve study 3 Y

S Jacob et al. Journal of Neuroimmune Pharmacology (2021)16:806—-817



2YNAPOMO GUILLAIN BARRE

e Entimtwon 1-2/100000/£€to¢

* AIDP (acute inflammatory demyelinating polyneuropathy) eéwc 90%
 AMAN (acute motor axonal neuropathy)

« AMSAM (acute motor sensory axonal neuropathy)

* Miller Fischer

e Acute Autonomic Neuropathy

* ZuvnBwg rponyeital Aolpwén i AAAn avoooloyLkr SLEYEPON-UNXAVLIOUOG
HOPLOKAG HiUnong

e E€EMEN oTNV peylotn avamnpio ano 24 wpeg pexpL 4 eféopadeg

e Ovnoiuotnta 3-5%



2YNAPOMO GUILLAIN BARRE

 ENAEIZH Q2 ENEIFOYZA QEPANEIA ANTIMETQRMIZHZ kol Oa mpemel va
npoodEpeTal LOAVLKA OTIC MPWTEC 7 NUEPEC ATIO TNV Evapén TG vOoOoU
(Chevret 2017).

* 2YNHOQZ 4-6 2YNEAPIEZ NTANAZMAQAIPEZHZ o€ 10 pe 14 nuEpeC (karmoLot
acBevelc pumopel va xpeLaotoUV Kol EMAVAANTITIKEC cuvedpiec)

* 2YNOAIKA 1-1,5 TPV

* [cobUvapun pe tnv IVIG (o€ peketn tou 1997 o HECOC XPOVOC AveEEAPTNTNG
Badlong oe aoBeveic pe GB kat TPE Atav 49 nuepec, pe IVIG 51 nueEPEC Kol o€
TPE/IVIG 40 nuéepec.

* 2tnv lvbia meploootepo cost effective amo tnv IVIG (Maheshwari 2018).



Treatment of GBS

L
‘General supportive care, carefully montor potentlal need for ICU admission (PICO 7]+ - - - hﬂm!'hmﬂﬁwmhrhgﬁ-ﬂw
' - ' ¥’ - Treasment of pain (PICO 12)

Immune treatment rcoza
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Lpd Further deterioration despie IVIg or PE |—|-- hmbﬂﬂ:md‘mﬂnﬂmm thesagry __, !
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PA van Doorn et al. Eur J Neurol. 2023;30:3646—3674.



Recommendations

e The TF strongly recommends starting PE as soon as possible inGBS patients unable to walk unaided (GBS- DS grade 3 or
more) and within 4 weeks from onset.

e The TF strongly recommends four to five exchanges over 1-2 weeks with a total exchanged volume of 12— 15L in
patients

e The TF weakly recommends two exchanges in GBS patients still able to walk unaided but who cannot run (GBS- DS grade 2)
within the first 2 weeks from onset of weakness.

Good practice points

e The TF advises PE (four to five exchanges over 1— 2 weeks) also in patients who are still ambulatory, but who have a fast rate
of deterioration, a risk of requiring ventilatory support, swallowing difficulties or other poor prognostic factors. These patients
are considered at high risk of further deterioration, which may potentially be prevented by starting treatment early (PICO
7 and 14).

It is considered unlikely that these patients will further deteriorate to a higher GBS- DS grade within the time
frame of progression of GBS (max 4 weeks).

PA van Doorn et al. Eur J Neurol. 2023;30:3646—3674.



C/IDP

e Entimtwon 1-10/100000

* EmtikTtnTn avtoavoon veupomnabela. Turmikn elkova oto 50-60% twv
MEPUTTWOEWV HE CUUUETPLKN aloBNTLKOKLYNTLKY TTOAUVEUPOTIAOELD IE
NPO0OEUTIKN TTOPELA 1] TTOpELa e EEAPOELC KOl UDEDELC.

* Apxka Oev dladEpel amo tnv AIDP.
* MapaAiayec (MADSAM, DADS, pure motor, pure sensory)
* 3 MPWTING YPAUUNC Beparmeiec: koptilovn, TPE kat IVIG

* MeyaAn €TepoyeveLla a0OEVWV KoL AVOCGOAOYLKWY NXOVIOHWYV KOl apa
anavtnoswyv otnv da (ry otic koppornabelec amod aviiocwpoto heurofascin
155,140, 186, contactin 1, caspr 1 —umokAdon 1gG4 — v avtamnokpivovtal
otnv IVIG



C/IDP

* Y& peAetecg €xeL katadelxBel ette n vmepoxn TS mMAaopodaipeonc
evavtL Tou placebo (Dyck 1986, Hahn 1996) €ite n tooduvaopia tTng Ue

v IVIG (Dyck 1994)

Dwyek PI, Danbe I, O'Brien P, et al. Plasma exchange in chronic inflam Dyck PI, Litchy WI, Kratz KM, et al. A plasma exchange versus immune Hahn AF, Bolton CF, Pillay N, et al. Plasma-exchange therapy in chronic
matory demyelinating polyradiculoneuropathy. N Enpl T Med. 1986, plobulin infusion trial in chronic inflammatory demyelinating poly inflammatory demyelinating polyneuwropathy. A double-blind, sham
314:461-465. radiculoneuropathy. Annals Newrol 1994:3:838 845, controlled, cross-over study. Brain. 1996;11%1055- 1066.



C/IDP

* OAHIEZ European Academy Neurology-Peripheral Nerve Society

* l[oxyupn cvotaon ya evapén nAaopadatpecswv (5 cuvedpiec 1-1.5
TPV o€ 2 eBdopadec Kal v CUVEXELO EEATOMIKEVON).

* Eav eivat Suvatov va yxpnotlpornotnBouv nepldepikec pAEPBeC.

* AOYW TWV OMOUTACEWV O€ QYYELOKN TIPOcBaon TNV KATATACCOUV 0TNV
Tpltn ermloyn yla pakpa Bepareia PeTA TNV KOPTLLOVN KOL TNV V-
odatpivn.

PYK Van den Bergh etal,Eur J Neurol. 2021 Nov;28(11):3556-3583. doi: 10.1111/ene.14959



Chronic Inflammatory Demyelinafing Polyradiculonearopathy (CLDP)

Metndiratta et al 2013 Cochrang Dterature revie, presenting resulis of 47 ] AR
1w fandomized controlled terals

Mahdr-Rogers and Hoghes 2014 Crosgesectional sy ! p i
Coctioetal, 2010 Relrospectie antlyss f li i’
Lickeretal. 2017 Prospectie study; comparison o PLEX nd. ) -

Iy plaphan Innunoadsorption

S Jacob et al. Journal of Neuroimmune Pharmacology (2021)16:806—817



AAEC ETTIKTNTEC AITOUUVEAIVWTIKEC
TTOAUVEUPOTTAOELEC

e YxetiCovtal pe aviiowpoata IgA, IgM, 1gG, anti-MAG,

* CANOMAD (chronic ataxic neuropathy, opthalmoplegia, IgM
paraprotein, cold agglutinins and disialosyl antibodies)

 CANDA (chronic ataxic neuropathy with disialosyl antibodies)

 POEMS (Polyneuropathy, Organomegaly, Endocrinopathy, Monoclonic
gammopathy, Skin changes)

* 10% aoBevwv pe blomaBeic moAuveupomabeLlec aviyveVoOVTOL LE
LOVOKAWVLIKO KAaoua (n mAstovotnta MGUS)

* Y& AepdoUTIEPTTAAOTLKA CUOVPOLA OTIWC LaKpoodalpLVaLUia
Walderstrom, aviyvevetal >50% IgM yopponaBela.




AAEC ETTIKTNTEC AITOUUVEAIVWTIKEC
TTOAUVEUPOTTAOELEC

e Y& OUTAN TUXALOTIOLNUEVN HEAETN (

n mAaopadaipeon (2 ouvedpiec eBdopadiaiwc yia 3 efoouadec)
BeAtlwoe TNV KALLAKO avarnpilag veEupomaBeloc Kol To GUVOALKO
VP oC TWV KVNTIKWV Suvaplkwyv (summed CMAP) aAAQ OXL KOl OTLC
TOXUTNTEC aywync Kol Tt VPN Twv atcONTKwV SUVAULKWV.

* MeyoAUTeEPN ATTOTEAECUATIKOTNTA OTLC YapponaBelec amo IgA kot 1gG
(class | evidence, type A recommendation).

H C. Lehmann et al. ArchNeurol.2006;63:1066-1071



ADEM
(O=EIA AIAZTTAPTH ETKEQANOMYEANITIAA

e Otela povodaoLKn AmOUUEALVWTLKN TiPOocBoAn tou KNZ.
e JuvnOwc ponyeitat Aolpwdnc mpocfoAn
* Mo ouyvn og madia (<1/100.000/£toc)

* Moplakn puipnnon-eniBeon o€ mpwteives: MOG (myelin associated
protein), MBP (Myelin Basic Protein)

* Evapén evtoc nuepwv N eBdopadwyv amo tn Aolpwén
* MMoAueoTLaKkn ocnUeELoAoyLa Kol CUMTTTWHOTOAOYLa, TTUPETOC, Suokauia.

Alexander M., J. M. K. Murthy. Annals of Indian Academy of Neurology 2011;14:60-4.



ADEM
(O=EIA AIAZTTAPTH ETKEQANOMYEANITIAA

* H mAaopadaipeon amopakpUVEL TOL AVILOWMOTAL.

* Evdeltn wc deltepnc ypappng Bepareia LETA Ao AMOTUXIO TWV
KOPTIKOOTEPOELSWV N Kal TNC Y-odalpivnc.

* Mapnuepa cuvedpiecg - touhaxLotov 5 pe 7 og apyikn paon.

e KaAol tpoyvwoTtikol SelkTeC: avdplkd PpUAo, Slatrpnon Twv TEVOVILWV
QVTAVOAKAQCEWV, EyKalpn Evapén MAACUODPALPECEWV.



- [Duagnesis by axcusion of other passibikbes inchidng C25)

| )

Acute Desseminated Encepnalomivediis |

Supportive care Immursmoduliabon
‘ " ‘ - Mathylprecngalona [V
Good resnonae ' N feaponss
styart course of cral Conssder piasmia exchange or
prednsaiong . g




>KAnpuvon kata MNMAakac

* Evdeltn o avOektikEC oTNV KOPTWOVN WOELC 1 OE KOLKONBELC UTTOTPOTIEC UE
cofapa eAAeippata Kupiwc otnv umotporialovoa popdn (RRMS) peta
TNV QITOTUXLO TWV KOPTLKOOTEPOELSWV.

e Aueoo odelo¢ amd TNV  AMOMAKPUVON  QVIIOWMHATWV Kol
OVOOOOUUTAEYUATWY, OVAKOTOVOUN TWV 0lVOOOAOYLKWY KUTTAPWV KOl TNC
aVOCGOAOYLKNC amavinong — KAAUTEPN AVIOATTOKPLON OTLC TTAAKEG TuTtou I
oU Yapaktnpllovtal omnmo €viovn Tapoucia avocoodalplvwy Ko
evamoBeon ocvunAnpwpatoc (Stork et al. 2018).

* MBavn €vdelen kata tn SLAPKELA TNC EYKLUHOOoUVNG OTtou oL UPNAEC BOOELC
KoptLlOovne umopouv va BAapouv to EpuPpuo.



Multple Selrosis (MS)

Cormeinetul, 2008 Relmospective cohort sudy A b M responded after meam of 7.8 PLEX sessions
Puionts had relapsing remiting M3 (857 ) or (415 complee recovery, J¥%: partia

secondary progressive MS (135) ey

Slork el al 2018 Retrospextive cobart sudy evauating i i 30 had modeate or marked (erapy esponse
apheress i paticnts it the cifferent wilin one month of apherests
histopathological paterns of M§

Rodriguez et al, 1993 Uncontrled study of s cases b b 0%

Chau 1495 Study m 10 S patents il 1l K

Ruprechi e . 2004 (st seris il [ 1Uf

Keeganedal, 2005 Relrospective study [ 1y 5

S Jacob et al. Journal of Neuroimmune Pharmacology (2021)16:806—817



NMOSD & MOGAD

Neuromyelitis Optica Spectrum Disease
Myelin Oligodendrocyte Glycoprotein Antibodies Associated Disease

* Mapouoia aviiowpatwy IgG evavtt AQP4 n kat IgG-MOG.

* |[gG-AQP4:mpokaAOUV  KUTTAPOTOELKOTNTA E€EQAPTWHEVN OO TO
CUMUTANPWMO.  oTta  aotpokuttapa, ONOnon  AEUKOKUTTOPWV,
aneAevBepwon KUTOKIWVWV Kal Slotopaxn TOU OLUOTOEYKEDOALKOU
dpaypov.0ényel oto Bavato twv oAiyodevOpoKUTTAPWY, OTTWAELD
HueAivng Kat Bavato VEUPWVWV.

* |[gG-MOG: AnteuBeiac npooBoAn Tng pueAivnc.

* JuvnOwc dlaAelmovoa mopela.

e Oeparmeia 1" ypapuNnG: Koptlkootepoeldn +/- mAacupadaipeon (5
ouvebplec og 10 nUEPEC)



[Maouagaipeon oe NMOSD:
TO NQPITEPO TO KANYTEPO

 Kleiter |, Gahlen A, Borisow N, et al. Apheresis therapies for NMOSD attacks: a
retrospective study of 207 therapeutic interventions. Neurol Neuroimmunol
Neuroinflamm 2018; 5:e504. Avadpoptkn LEAETN ATTOTEAECUATIKOTNTOC TNG
gykatpnc mAaopadaipeonc otnv Bepaneia e€aposwv NMOSD.

* Bonnan M, Valentino R, Debeugny S, et al. Short delay to initiate plasma exchange is
the strongest predictor of outcome in severe attacks of NMO spectrum disorders. J
Neurol Neurosurg Psychiatry 2018; 89:346—351. Avadpopikr LEAETN
QTTOTEAECUATIKOTNTOC TNC EyKalpng mAacpodaipeonc otnv Beparneia e€aposwv
NMOSD

e JiaoY, Cui L, Zhang W, et al. Plasma exchange for neuromyelitis optica spectrum
disorders in Chinese patients and factors predictive of short-term outcome. Clin
Ther 2018; 40:603-612.



First clinical event
Fatient with acute CH5 demyelination of putative autoimmune astiology

r

Diagnosis of MOG-AD
Positive MOG antibody and suggestive clinical fparaclinical features el

¥
. Preventative treatment
v
Methylprednisolone Poor prognostic factors for recurrence
= & ig IV for 5-7 days and/or disability
E E {e.g, persistent MOG antibody positivity)
g, Plasma exchange P Bvsiciank
3-5 cycles l
Oral prednisolone Oral prednisolone
With prolonged taper until cessation With prolonged taper
L1 PLUS
Close monitoring Oral immunosupprassant
following cessation - Azathioprine, Mycophenolate

Miofetil, Methotrexate
OoR B
¥ IV immunoglobulins ;
Evidence of recurrence = Induction with 2g/kg, followed by | 5
monthly doses of 1g/kg/infusion E

- Meonoclonal antibodies L
Rituximakb il

Ray Wynford-Thomas et al. Journal of Neurology (2019) 266:1280-1286



Neuromyelitis Optica Spectrum Disorder (NMOSD)
Mivamato and Kusunoki 2009 Report of four paticnts with NMO who I |

underwent pristiiapheresis followtng intensive
miravenous corticosteroid therapy

hletter ef al. 2016 Analysis of 871 tacks in 185 patients 142 27 putients 63 NMO attacks 27 patients 63 NMO uttcks § - 3% of attacks: complete remission

NMO, 43 NMOSD), §1% of aracks: partial remission
PE wis chosen as first ireatment course for B3

NMO attacks in 27 patients

Watinae cf al. 2007 Report of six patients wilh NMO whowere 6 f
Uresponsive b0 high-dose itravenons
methylprednisolone

Abboud ef al. 2016 Meroids alone versus steroids plus FLEX for the 43 patients 65 NMO relapses 43 panients 63 NMO relapsesf 635
treatment of acute refapses in NMO

Bonman ¢t al, 2018 PLEX initiation delay impact on the outcome of - 60 bl 311% for coniplete improvement if PLEX initiated
severe NMOSD attacks |14 NMO attacks |14 NMO attacks within | day after the attack

S Jacob et al. Journal of Neuroimmune Pharmacology (2021)16:806—817



AYTOANOZH ETKEDANITIAA

e JUYVOTEPN Hopdn auTtn HE mapouoia aviilowpdatwv NMDAR kat epdavion os maldlo
N veouc. EkdbNnAwon pe avumvia kot Puxkd CUUTTWHOTO OMWC OLATOPAXEC
ouunepldpopac, OlEyepon, omacpoUC. 2tn ouvexelwa eudavilovial SUOKLVNOLEC,
SLOTOPAYEC OLUTOVOLLOU.

* Oeparmeia pe KopTikootepoeldny N kot mAacpadaipeon ( 5-12 ocuvedbpieg oe 3
eBoopadec).

* Artavtnon otn nAacpadaipeon 65% oe autodvooeg eyKeEPAALTIOEC O avaOKOTINGN
neputtwoswv 120 acBevwyv (Suppiej et al. 2016, DeSena et al. 2015).

* To MoooOoTO TwV acBevwv Tou BeAtlwOnKav HETA ™ Tt?\acuacbatpscr] ntav 83%
avausoa o€ aurouq LLE emcl)avaaka OLVTLVEUpwVLKOL avnowuara Kot 66.7 %
QVALECO OE AUTOUC LIE avuowuata OE OUVOTTTLKEC TtEPLOXEC Kal 0% oe aoBevnc pe
eVOOKUTTOPLO OVTLVEUPWVLKA avtlowpata. (Heine et al. 2016).



Table 2 Anatomical-clinical syndromes of autsimmune encephalitis

Anatomical classification of autoimmaune encephalitis

Corresponding clinical syndromes

Possible associated antibodies

Limbic encephalitis

Corticalsubcorbical enceghalits

‘Striatal encephalitis
Diencephalic encephalitis

Brainstem encephalitis

Cerebedlitis or cerebellar degeneration

heningoencephalitis

Encephalomyelinis

Possible associated peripheral syndromes
Meuropathy/neuronspatiy

Autanomic neuropatyiganghionopathy

Meuramuscidar junction dystunction

Myopathy

Cognitive presentation
Paypchiatric presentation
Epsleptic presentatinn

Cagnitive presentation

Seizure presantation

Movermnent disorder presentation
Autonomic presentation

Sleen disorder presentation
Cagnitive presentation
Movement disorder presentatian
Cranio-bufbar presentation

Ataxic presentation

YYYY YT YYYYYY

Cognitive presentation

Seizure presentation

Meningeal presentation

Moverment disorder presentation including PERM
and 5P5

Spinal presantation

Opticospinal presentation

YY Y YTYY

Ataxic presentation
Sensanamator presentation

Autonomic presentatson
hMyasthenic presentaticn
Motor preseniation

yYYYTYY

Hu, CRMPS/CVZ, MaZ, NMDAR, AMPAR, LGI1, CASPR2,
GADGS, GABABR, DFPX, mGluRS, AKS, Néurexin-3o
antibodies

PCA-Z (MAPTL), NMDAR, GARA AS R, DPPX, MOG
antibodies

CRMPS/CYZ, DRZ, NMDAR, LGI1, PD10W antibodses
Ma 1-2, IgLONS, DPPX, A0P4 antibodies

Rl Ma 1=2; KLHLTT, IgLONS, DPPX, A0P4, MOG, GO1b
antibodies

Hu, RL Yo, Tr, CASPRZ, KLHLTT, NIF, mGluR1, GADeS,
VGCOC antibodies

GFAP antibody or seronegative AE

GADGS, amphyphysin, glycine receptar, FCA-2 (MAPTE]L
GABA A R, DFPX, CAMPSAIWZ, AGPL, MG antibodies

Hu, PCA-2 (MAPTE), CRMPS, Amphiphysin, CASPRZ,
CASPRT, COMTACTING, MIFISS antbhadies

Hu, CRMPS, anti-ganglionic AChR antibodies.
VGOC, AchR antibodies
Striationad antibadies
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Abboud H, Probasco JC, Irani S, et al. ] Neurol Neurosurg Psychiatry 2021;92:757-768.



Table2 Overview of studies evaluating plasma exchange (PLEX)

Reference Study characleristics N Diagnosts 't of response

Autaimniune Encephalitls (AE)

Hetne et al. 2016 Prlid study companing immunoadsorpion and 11 Il
PLEX in autoimmune encephalitis

DeSena et al, 2003 Retrospective study. Iniravenous 4 I4
methylprednisolone versus therapeninc PLEX
Suppie) el al. 2016 Systematic review, |20 120
Muser et ul, 2019 Retrospective study comparing the indication, 12 2
efficacy and safety of PLEX
Fasshender et al, 2017 Review of immunoadsorption for AR o8 U8 Various
Prytulaeral, 2015 Case series of PLEX in children with acime 4 : 0%

autommiune central nervous system disorders

B
(Full recovery]

Wright et ul. 2013 Prospective surveillance siudy of children with - 9 g
N-methyl-D-aspartate recepior antibidy-
miedrated encephalitis

S Jacob et al. Journal of Neuroimmune Pharmacology (2021) 16:806—817



PMIL

Progressive multifocal leukoencephalopathy
(oxetwWopevn pe AnYn natalizumab)

* YoBapn enutAokn tng 2k umo Bepareia pe Natalizumab
* O 10¢ elvat mapwv oto 50 pe 90% tou yevikou AnBuopuou.

e Emavevepyomnoinon tou ov JC mou poKaAel AUon Twv
OAlYyodEVOPOKUTTAPWY KOL AOTPOKUTTAPWVY 0To KN2

* Natalizumab: povokAwviko avtiowpa evavtt TnG utopovadoc ad twv
ad4B1 kot adPf7 wtepYKpWwWV otnV eripavela Twv T AepdpokuTTAPWY,
eumodifovtac £ToL TNV TPOoKOAANon toug ota evOoBnAtaka kutTOpA
kot Touc urtodoyxeic VCAM 1ka tnv eloodo oto KN



PML oxetwopevn pe Andn vataAllouuapmnnc

PML IRIS

(in natalizumab associaled PML)

R. Bernard-Valnet etal. Ann Neurol. 2021 Sep 7;90(6):865—-873.



PML

* Oeparmeia PML: diakomn Ppappokeutikng aywync (edbw pmopel va
Bonbnost n mAacpoadaipeon otnv TAXUTEPN OAMOUAKPUVON TOU
dappakouv kabBwce 5 cuvebpiec mAaopadaipeonc piyvouv ta emnimeda
NG vatoAllovpapnne o <lpg/ml).

* Meyaloc kivbuvoc sudavionc IRIS (Immune Reconstitution
Inflammatory Syndrome) vwpitepa amo touc 3 pAvec nepimou nou
VO LEVETAL HE TNV dlakomn TN natalizumab.



Immune Checkpoint Inhibitors

* Immune checkpoints (ICPs): cuvBw¢ avaoTaATKO LopLA TTOU
ekdppalovtal oTtnV enipaveLla Twv T-AepdokuTTAPpWY Kol puBuilouv tnv
QVOGCLOKN OITAVTNON KOl ATTIOTPETIOUV TNV KAtaoTtpodn LoTwV TOU
opyaviopoU amo vnepPoAkn anavtnon o€ €wyevn N evéoyevn avtlyova.

e Cytotoxic T-lymphocyte — associated protein 4 (CTLA-4),
* Programmed cell death protein 1 (PD-1)
* Programmed cell death ligand 1 (PD-L1)

* 30-79% twv aoBevwv tov Aappavouv ICls epdavilovv avocooXETWOEVEC
avemBuuntec evepyelec IrAE. (LvaoBevela, puokapditida, pvoaoitida,
gykapola pueAitida, TTP).



* POAog NG TmAaOpOPALPEONG:  ATIOUAKPUVON TWV  HOVOKAWVIKWY  1gG
OVTLOWUATWY, ATIOUAKPUVON KUTOKLVWYV KOl QUTOOVTLOWUATWY

* XpeLalovtal 5-7 ouvedpiec yia va amopakpuvBouv ot [Cls.

e JuvNOwc og cuVOUAOMUO E KOPTLKOOTEPOELON AOYW TNC KAWVIKAC Baputntoc .

Narayanaswami, Pushpa (2020). International consensus guidance for management of myasthenia gravis [Dataset]. Dryad.
https://doi.org/10.5061/dryad.6hdr7sqxx



Intermnational Consensus Guidance Recommendations for treatment of Mvasthenia Gravis:

MG aassociated with Immmune Checkpoint Inhibitors

1. The risk of MG and other immune-mediated neurologic illnesses should be discussed

with patients Wwho are candidates for immune checkpoint inhibitors (ICIs).

2. At this timme, there is no evidence to either support or refute the utility of acetylcholine

receptor (AChR) antibody testing in patients without MG prior to starting ICIs.

3. MG associated with TCPIs 1s generally severe, with a high rate of respiratory crises.

4. Pre-existing MG does nmnot constitute an absolute contraindication to the use of ICIs, at
least in patients with well-controlled disecase (MM status or better). However, in these
patients:

a. It may be prudent to avoid combined TCPI therapy (anti-CTL A -4 plus anti-PIHD1/PIHO-1_.1
monoclonal antibodies), given the higher potential for severe immune related adverse
cvents.

b. Close clinical monitoring, particularly of respiratory and bulbar function, is mandatory.
c. Although the therapeutic response to ICIs secems to be less satisfactory in patients
receiving immunosuppressants, MG treatment should be maintained and may even be

restarted in patients whose MG is in remission prior to treatment with ICIs.

— ICarly agonressive treatment withh higgh—-dose steroilids in combimatiomn ywith plasianss
excClhange® O 1LV i maasS Dée reéeguired im patients wiho develop overnt Vi< = yvwwihile om 14 1.

1L'he decision €to withdiravy 1A is detemrmined by the oncologic status.

Narayanaswami, Pushpa (2020). International consensus guidance for management of myasthenia gravis [Dataset]. Dryad.ttps://doi.org/10.5061/dryad.6hdr7sqgxx



MuaoBeviko ouvdpouo (Lambert-Eaton)

e Autoavoon PooBoArn TNC TPOCUVATTTIKAG HEUBPAVNC

e KAwvikn tplada kevipopeAkn aduvapio — Heiwon ovtavokAACEWV-
SlatapayeC AUTOVOUOU

* Mmopel va eival mapoveo ekONAwaon oto 60% (ULKPOKUTTAPLKO ca TtveU LoVl
e 85-90% awviyvevon aviiowpatwyv gvavtt P/Q type VGCC.

* QEPATIELO CUUMTTWHATIKA HE opLpapmpLdivn Kol aVOCOKATOOTOAN.

* H mAaopadaipeon €xelL B€on ocav CUUTANPWHATLIKA Beparteia.

e 5-7 ouvedplec o€ 2 eBOopadeC (UmOpPEL KoL TIEPLOCOTEPEC).

* BeAtiwon otic 2 eBdopadec kot dtapketa BeAtiwonc ewc 6 efdopadec.



A/MEZ 2YZTAZEIZ TTA TINAZMA®DAIPEZH

* VOLTAGE GATED POTTASIUM CHANNEL ANTIBODY RELATED DISEASE
(oL dlavAol avtol oxetilovtal pe TNV HLEYEPOLUOTNTA TWV KUTTAPWY OTO VEUPLKO cUOTNUA).
Zuvépoua: emiktntn veupouvotovia, Morvan’s auvdpouo, Isaac’s cuvépouo
10 ouvebpiec ntAaouapaipeonc oe 2 eBoéouadec o cuvduouo ue koptilovn kat IVIG

 EFTKEDANONMAOGEIA HASHIMOTO (rtAcov SREAT Steroid Responsive Encephalopathy
associated with Autoimmune Thyroiditis)

ETIL ATTOUOLOG ATIAVTNONG OTOL KOPTLKOOTEPOELON
 STIFF PERSON SYNDROME
nopouvcia avilowpatwy anti-GAD
Yuvedplec mAaopadaipeonc €mni amotuXiag AAAWY avoooBePATTELWY VLA TNV AUEON
QVTIMETWTILON KaBw¢ Kal eTLTAEOV ouvedpiec ocuvtpnong.



AANNE2 2Y2TA2EI2 TTIA TINAZMAOAIPE2H

* MAPANEOMNAAZMATIKA 2YNAPOMA pe avTiowpoto EVAVTL LEUBpovIKwY

uUTtOS OXEWV

Anti-NMDAR

MMDPAR (jonotropic
Glu receptor)

Extracellular

Owarian teratoma,
testicular germ cell
tumaors

Limbic encephalitis

Anti-AMPA

AMAPA (ionotropic Calu
receptor)

Extracellular

Lung, breast, thymus

Limbic encephalitis

Anti-DABA-A

GABA-A (ionotropic
inhibitory receptor)

Extracellular

Hodgkin lvmphoma

]i{‘rfrﬂftnr'_-;' status epilepticus

Anti-GABA-B

GABA-B {(metabotropic
inhibitory receptor)

Extracellular

SCLC

Limbic encephalitis with
seizures, opsoclonus, ataxia

Ant-mGluRl

mislul ] (cercbellar
metabotropic Glull)

Extracellular

Hodgkin lymphoma,
prostabe

Cerebellar degeneration

Anti-VGCC

VGOC at NM]

Extracellular

SCLC

LEMS, cerebellar
tli_'guru_'nﬂiun

Anti-AChR

AChR at NM]

Extracellular

Thymoma

hvasthenia gravis,
autonomic neuropathy

* H mAaopadaipeon xpnolpomnoleital o€ cuvOUAOUO E AAAEC
avoooBeparneiec. 5-6 cuvedpiec oe 14 nUEPEC



Nooo¢ ALZHEIMER

* MeA€tec pe apdiBola anoteAeéopata (Boada 2009, 2017.

* To apuAoeldec AB Bpiloketal og Suvapkn Loopportia petaév ENY kot
neEPLPEPLKOVALMATOC KoL CUVOEETAL E TNV aABoupivn.

* Me tnv mAaocpadaipeon adatpeital n aABoupivn Kot To UUAOELOEC
AB Kol EUUEOWC KOl N CUYKEVTPWON Tou oto ENY ko tov eykepaAlko
LOTO.

* MeAetn AMBAR (6 eBdopadlaiec MAACHADALPETELC LLEYAAOU OYKOU
KOLL EV OUVEXELO LNVLALEC HLKPOU OYKOU YLaL EVOL XPOVO) LLE ULKTO
QTOTEAECHATAL.



In the lolipwing condimions, PLEX is started ay so0n as pracacally possible, alang wath TVMP (especially m NMOSD and MS relapses)

|. Severe encephulopathy, uncontrolled setzures or refractory epilepsy in AE

2. Complete paraplegia, bilateral severe optic neuritis, brain stem events in NMOSD
3. Severe relapse with significant neurological disability in M5, as seen in spinal and brain stem cerebellar relapses
4. Myasthenic crisis or impending bulbar failure in MG
3. Severe muscle weakness in C1DP
Acute attacks tmild)
PLEX 15 less commonly used in these scenarios:
| Myelitis with mild sensory and motor symptoms (not affecting walking)
2. Faciobrachial seizures in AE

3. Mild weakness in MG/CIDP/MS

For the magority of the situations between these two extremes, PLEX 15 vsually used after assessing the response to Ave days of IVMP {that s

continued by oral corticesteroids) starting wseally by the second week of treatment. In general, the authors prefer to treat carly rather than late,
bearing in mind the high probability of NMOSD and M5 attacks leaving behind permanent damage.

PLEX should be an option when conventional and new drugs ful, side effects are 1o substantial or when they are unavalzble o o expensive.

IVMP, 1V Methyl Predmsolone: NMOSD, MNeuromyelitis Optica Spectrum Disorder: MS, Muluple Sclerosis; AE, Avtoimmune Encephalitis;
MG, Myasthenia Gravis; CIDP, Chronic InHammatory Demyelinating Polyneuropathy

S Jacob et al. Journal of Neuroimmune Pharmacology (2021)16:806—-817
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Class Il

Class lla

Class IIb

Conflicting evidence and/or a
divergence of opinion about the
usefulness/efficacy of the given
treatment or procedure

Weight of evidence/opinion is in
favour of usefulness/efficacy
Usefulness/efficacy is less well
established by evidence/opinion




Grades Methodological criteria Recommendation/level of
evidence

Grade 1A Randomized controlled trial | Strong recommendation
with limited bias High level of evidence

Grade 1B Randomized controlled trial | Strong recommendation
with marked bias Moderate level of evidence
Observational study
producing a high level of
evidence

Grade 1C Observational studies or Strong recommendation
anecdotal case-reports with | Low level of evidence
positive findings

Grade 2A Randomized controlled trial | Weak recommendation
with limited bias High level of evidence

Grade 2B Randomized controlled trial | Weak recommendation
with marked bias Moderate level of evidence
Observational study
producing a high level of
evidence

Grade 2C Observational studies or Very weak recommendation

anecdotal case-reports with
negative findings

Low level of evidence



Plasma exchange

» Plasma exchange is now considered as effective and safe as IVIg if the
facilities are available. Where possible, plasma exchange should be
performed via peripheral vein access with centrifugal machines which
minimises the requirement for central venous access and significantly
reduces the morbidity of the procedure. Each session should aim to

exchange up to 1.5 plasma volumes and a typical schedule is five sessions
over 5—-10 days, as per local guidelines.

» Plasma exchange is best avoided in sepsis.

Jacob S, Farrugia ME, Hewamadduma C, et al. Pract Neurol 2025;25:422-437



Assessment and monitoring of GBS
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NManmnagement of Guillaimn-Barré Syndrome: A Systematic Revieww
of Clinical Practice Guidelines

Ankita Sood!, Gagandoos oo Ede E_ ;’_r'l E_e_

e T R PR

COMNCLUSIOMNS

I e cunment review, lg and TRE eamerged as the most effective and endorsed harapies for the managermeant of GBS worldwide, Wwhilst Peig and TRE were considaersed egualily eflfactiee, theae
soormeecd o be a lack of globally recorrmansdesd treatrmaent alternatives for paticents with po-or ougtcome:s o fhosse therapios . Addressing these rescarch gaps will aid in the deweloprment of informeed
deacision-making and oplimidzing patient care strategisas

INTRODIUCTION Figure 2: PRISMMA diagram for the screening procoss

- CEuillaim-Blarrd asynadnomes (OBS) s a rars, potentially fatal, ssormunae-meaechiated msaeuaropatbye,
usumlly triggersed by imnfectiomns haat resuils o auloimmun e destructicomn of thhe paerpihacrcal rareas ™
- Wit & gicodtal iscidaencs of approxirmatssly 1-2 per 100, 0000 preoagsle peer year, (GBS can affect
paeopio Of mny @gae with incidencae increossing linamsely seith oo™ T |
- T he managenrsent of GRS is complicated dus o the hasterogendsaity in clindcal prasasntation, the | = —— T r—
apsaenca of highly Ssensitive disgnosthc tools, andg the wariability  m e courses of disasasa n —==

Procpressicer
- The ougtbhreak of infectiooss
the mportance of dewvising globally appliccalie clinical ogukces

OBJECTIVIE
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RESULTS
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YTOX0G TNC MAaopadaipeong otig avii-MAG roAuveupondBeleg eival N adaipeon Twv AVTIOWHUATWY aAAd N
Avtanokplon tTwv acBsvwy eite dev sival kaAn nepimou oto 40% eite ival BpaxvBla (Gorson, 2001)
Mo anoteAeopatikn otig IgA kot IgG yapponadBeleg (Cortese, 2011).

The rationale for using TPE i to remove anti-MAG or other antibodies; however, nol all patients respond and the response may be short lived. TPE
may be more effective for IpA and [pG MGUS-associated polyneuropathy, than for [gM-MGUS (Cortese, 2011). TPE may result in a transient regponse
in anti-MAG neuropathy. In one report of 19 patients with anti- MAG neuropathy who received TPE, 40% had a transient effect, but most of them had
a relapse upon stopping TPE (Gorson, 2001). For CANOMAD/CANDA, retrospective studies sugpest benefit in 40 to 50% treated with TPE/DEPP,
however, the larpest study of 43 patients supgests IVIG and rituximab are the most effective therapies (Le Cann, 2020). Currently, other treatments
are considered first-line for anti- MAG neuropathy.



ADEM

* If high-dose corticosteroids fail, the next step will be plasma exchange
(PE) and there is Class |Ib evidence for PE. [40-42] A course of 4—6 PEs
have been shown to be associated with moderate to marked and
sustained improvement. One could remove a large volume of plasma
per exchange if there are no problems of autonomic dysfunction.
Predictors associated with improvement include male sex, preserved
reflexes, and early initiation of treatment.



2KNAHPYNZH KATA ITNAKAZ2

* Patients with steroid-refractory relapses can benefit from PLEX, with
reported response rates of 40 to 90% (Stork et al. 2018).

 The American Academy of Neurology (AAN) (Cortese et al. 2011) guidelines
state that PLEX should be considered for the adjunctive treatment of
exacerbations in relapsing forms of MS (Level B).

* PLEX may be considered in the treatment of fulminant CNS demyelinating
diseases that fail to respond to high-dose corticosteroid treatment (Level C;
the available evidence did not allow to make a recommendation for MS
separately).

* PLEX should not be offered for PPMS or SPMS (Level A)
* Y€ TMEPUMTWOELG AVOEKTIKWY OTNV Beparmeia woswv



Once infection is ruled out based on basic CSF results (eg, number of cells) and if biopsy for primary CNS lymphoma
or neurosarcoidosis is not a consideration, start acute immunotherapy with high dose corticosteroids (or IVIG or
PLEX if steroids are not preferred or contraindicated).

If there is no clinical, radiological or electrophysiological improvement by the end of the initial treatment cycle, add
IVIG or PLEX. Consider IVIG first in agitated patients and in those with bleeding disorders. Consider PLEX first in
patients with severe hyponatraemia, high thromboembolic (or cancer) risk, and if there is associated brain or spinal
demyelination.

Consider starting with a combination therapy of steroids/IVIG or steroids/PLEX from the beginning (as opposed to
sequentially) in patients with severe initial presentation (eg, severe NMDAR- antibody presentation, new onset refractory
status epilepticus, severe dysautonomia, etc).

Abboud H, Probasco JC, Irani S, et al. J Neurol Neurosurg Psychiatry 2021;92:757-768.



Table 1. TA in neurclogical disease {adapred from ASFA Guidelines, 2019} (6]

Disease TA Irdications Category Grade TimelineSprocedure freguency
MOEDALITY
AScute disseminated TPE Stercid refractory n 24 5-7 treatments, every other day, clinical
encephalomyelitis {ADEM) response Within days
Acute inflammatory TPE FPrimamy treatment 1 LY Exchange 1-1.5 plasma valurmes, 5S-G times
demyelimating 1A, Primary treatment | L] over TO—14 days; some patients may neac
polyradiculoneurapathy (GRS) additional treatments
Age related macular Rheopheresis Higah-risk n 2B Clinmical benefit of a single course of
degenasraticn, dry treatment, reported to last for up to 4 yvears;
repeated treatment over several ywears nmnoat
systematically investigated
Amyloidosis, swstermic TFE Other causes I 2 [ I
Chronic focal encephalitis TPE ] 2 [T =T
{Rasmussen encephalitis)
Chronic inflammatory TFE 1 iB TFE or 14 shore-termm benafit, rapid
dermyelinating L= 1 1& deterioration may oocur; maintenance
polvradiculoneunopathy (CIDE) treatment may e necessary, with repeated
TPE, 1A {2-3/week or monthly wntil
improverment); frequency tailored to
symptoms and tolerability of the patient
Complex regiconal pain syndrome TPE chronic n 2 Bl 8y
Lambert-Eaton myasthanic TPE 1 b, Treatrment until clear clinical amnd ERMG
sy rcircrme response, at least Z—3I-week course of TRE.
FRepaated courses in case of neurcloogical
relapse. TPE regimens: 5—15 TRPE owver 5—19
days to B—-10 TPE, at 5—7-day intervals
Multiple sclerocsis TFE Acute attackS 1] 145 Acute MS attack/relapse unresponsive 1o
(N reijapse " 1B steroids, 5-F TPE or 1A procedures (response
Acute attacks” rate: =5S0%). Freguancy: Acute attacksrelapse:
relapse S—7F TPE over 10-14 davs
TPE Chronic i 28 A
4 Chironic L1 258
[ THFES & Acute short-term 1 iBE Acute attachk S relapse or unstable disease
TRES A treatrment ] 28 activity, frequency: 3-6 treatmeants owear 10—
Long-term T4 days; weekly to bhi-weeklv. Indiwviduwal ly
treatment adjusted number of treatmments for chronic
treatment
MNeuwromyelitis optica spectrum TPE Acute attacks n 1B Scute attacksrelapse: daily or every other
disorders (RMAMOSD) (P2 relapse acute n L= day. 5 procedures on average for acute
TFE attack/relapse 1 240 exacerbaticon;: range: 2—-20 procedures. Early

Maimntemnance

initiation of apheresis (=5 days since clinical
canset]. Individually adjusted intervals for
maintenance treatrment



MM-methwl-I-aspartate receptoar THFES A 1 1C 5-12 treatmeants with TRFE or 1A over 1-3

antibody encephalitis weeks: individually adjusted number of and
intervals betweesen treatments. i patients do
not improwve rapidly after TPE or 1A, longer
periods are required

Faraneoplastic neurological TPESA 1 21 i o
syndromes
Paraproteinemic demyelinating TFE | L ey B o s 1 12 Typical course is S—6 treatments ower 1014
neuropathies; Chronic acguired TPE Anti-MAG 1 1C day=, regimen guided by clinical response
demyvelimnating polyneuropathiss TFE neuropathy 1 2 Pl

TFE MMultiple myaeloma I 1C A

MMultifocal motor
neuro@athy

Fediatric autoimmmuane TFE oD s 1 1B E.‘-Iail'_l,-' or ewvery aother danyw. Three to &
neuropsychiatric disorders exacerikzation procedures over 1—2 wesks
associated with streptococcal TPE Swdenham's 1 2B [ P2

infections (PAMDAS); Sydenham’s Choresa, sewera

chorea

FProgressive multifocal TPE i 1C MNA

leukoencephalopathies (PMLs)

associated with natalizumab

Stercid-responsive TPE I 2C Daily to every other day
encephalopathy associated with 3I-9 procedures, mostly commonly 5
autoimmune thyroiditis

(Hashimota's encephalopathy)

Stiff-person syndrome TPE i 2C A
Sudden sensorineural hearing loss LAS 1] 208 A
rbheopheresis/
TFE
Voltage-gated potassium channal TPESA I 1B S—10 treatments with TPE or 1A ower 7—14
WGEC) antibody related diseases day=s adjusted to the individual curse. Disease

activity/symptom sewverity monitored by
anti-YWGHEC titers. Treatment Course: response
of clinical symptoms



Acute inflammatory demyelinating
polyneuropathy/Guillain-Barré syndrome

Chronic inflammatory demyelinating
polyneuropathy, short-term treatment

Polyneuropathy with monoclonal gammopathias
of undetermined significance

Immunoglobulin Afimmunoglobulin G
Immunoglobulin M
Myasthenia gravis
Freoperative preparation
Crisls
Fulminant demyelinating CNS disease
Chronic or secondary progressive multiple sclerosis
Relapses in multiple sclerosis
Sydenham chorea

Acute obsessive-compulsive disorder and tics in
PANDAS

Conclusion
Established effective

Establishad effective

Frobably affective

Probably inaffective

Insufficient avidenca
Insufficient evidence
Possibly effective
Establishad inreffective
Probably effective
Insufficient evidence

Insufficient evidenca

|. Cortese etal, Neurology 2011;76:294-300

Quality

Class |

Clazss |

Clas= |

Class |

Class= Il
Class I
Class I
Class |
Class |
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