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fuhengulsaneszuutszamaedndudesddendisialdinegs s1on13e1 Rituximab Uszneudae
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wuAnIenInUnIsiingeAnen Rituximab
mam’l"z’ﬁﬁﬂaumanLaumnnuﬂunuwﬂﬂnm (Autoimmune encephalttls)
(‘Ui‘U‘U‘Nﬂi\WI 1 muwuaﬁanmum%nmq fl A 0416.2/7 308 asTufl 8 NOBANIAU 2568)

1. szuvauliAn1siingiesien
1. 1‘Iwamuwmmaawmammiqa‘zjauwmmﬂm AN IANE wastauiingnssy fewieey
finsudy@nanweumneiiadseuuly
1.2 ’Lwaaummiwnmamm Rituximab a1n9gUy Neurology immune treatment program
NlTP) Taelvantungrunaaansideuunng HUae wasdadoyaingazideanisinumniulilenea
fiffvun (Protocol RTX - AE) naunsdadnenen
wwInInsesRasulandndteaeilussuy NITP Stuneusisealul
1.2.1 LL‘W‘V]amﬂmawauamumﬂmaawmwum‘lwmumuNaulﬁumaﬂaunm’lmnmmau:um
nsindngenen wuudnunssadoudud Buiinsitaselsa autoimmune encephalitis flafuagiu
wanasUUseiansounanisitiade (official report) wsaumﬂﬂawa;&a’tusvw Lwa’lmuuuawm&a
snludsddnansaumauinsquam (@na.) wazannsadneldviuig
{22 ﬂizﬁﬁlﬂﬁuuuﬁ’nmnmmﬁsju‘lui’uﬁﬂﬂﬁw’f@mﬁ Twuurszdeululusinaeaniely
7 Tuvinnsiasnags
1.2.3 szuvisdwassuilounasteyaluluslaneasenusundnsndey wazudsanisnsinaoy
HIUTEUU NITP @0Mune u1aanunsnSuRan1snsadeuanssuutasiumiuenarsiiuls
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2.1 Wuaaunenadiinuaniilunisiedouasquadiislsmaussdniavaingiduiuinund
(autoimmune encephalitis) laun aansansIvvsedwmsmmaissujuinsiietudulse loiun nmsnsia
wiwauRvedlsaanassniauanglquiuainideansetnludunds viensnnamadluiiludund
visgsziuluTRuluhludumnds viamsmsrenmeesaues Iaun nmawrduivaniiia (VR) viensee
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WuwmwndfiogiildsunildeeyifviogdUnsanwmeaniluavssamines uionuns
Uszaiven FeufiRenluanuneuaiilifuniseysiilude 2
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4.2 1804 first-line therapy lunsdiffihelinevavssianmsinuinasgunude 4.5 sauvanislden
Tunsel maintenance therapy
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4.3 fUhelasunsns9iladeinulse autoimmune encephalitis Tnefiinausiasusis 2 dodail
4.3.1 fle1n1sn1eszuudszamilesnia 3 (e (ArwuAaunAdiuainusa 40 91n13N1930
visanginsauUdsuulas maedsulmivaslumiviowsuvfiauni) wuazi modified Rankin Scale
(mRS) score faus 3 Jul
4.3.2 foslaifinanauneiasioluil
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2) lafuewseansiaivieansiuivilfiAnenmisssuuUsgam
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4.4 fimsasravevinsufiRnmsnduiulsaausdnavangiiuiuegislaognomil e
4.4.1 msasadeavionladundalunauindewsufivedlsrausdniauangiuiu
1 v 1 1 ai ] 133 ar a
4.4.2 mangaanmaeaues aun mmaerauwlmaniniln (MR) dnldfvauswniau wienisesa
= t:J a W = dl b2 o 1
adulWihauosinumduinvsanduatawuud (slow wave) fidassdin temporal lobe
4.4.3 pyrawuigad iluduvidannnii 5 wadregnuiridadues visellsziulusiuluilvduvds
WINNIT 45 TadnSurelndans
4.5 hineuauewionissnvmnasguteladenia faselui
4.5.1 nmslenlungu steroid USunauga fia Methylprednisone vuia 30 fadnfuseflany
I e I a a w1 ow [ a o [ 8 =Sy Y [
AU %3e 1,000 dadnsuseiu Wusseziafadeny 3 - 5 Yu wselidevulunislden
4.5.2 Mm3wagunieidonuasuimiss (plasma exchange) 5 59UNMT3NWY
4.5.3 Linsuauesresinagfivdndu (immunosuppressive drugs) MusEeLaNI55E
nnvue edatey 1 vl vieidevulunisiden wu
1) Azathioprine ¥u1a 1 - 3 fadnsurenlansunadu (6 waw)

a  a 1

2) Mycophenolate ¥u1a 1,000 - 3,000 Hadniusioi (3 iaw)

3) Cyclophosphamide wun 750 fadnumeduiiiivessismeviadunsasns (1 a3a)

5. vurnefwuziuasignasTfe

wugthnslien Rituximab Tu induction therapy flaua 375 fadnsu/uifiivasssniemhedy
15ns FUaarase Wuswau 4 pds wie 1,000 fiadnfu Wuswau 2 ada vinefu 2 dUansi
uagmnindu annselietuiow 6 sou 1 ada wavvie Beuil 12 Wausn 1 % Tuwnm 1,000 Sadnty

dmsunnaeriudthoin Whiluauanadiussidernymadunnsdszaming,
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1) msldenlundausnlfidudednsgs 50 fadndusedalug ninliRnernisuieransnsoiy
Sosdlunislientudn 50 fadndustedalug o 30 uil @nsFrlumsliengegalaiiu 400 Sadniu
st

2) #UAWBINITV8N infusion reaction 3NEN Rituximab Minassraun1slien nsdifiinme infusion
reaction 91ne1 Rituximab ‘Lﬁv’hmiu%’ué’mw,%'ﬂuﬂ'ﬁ‘lﬁmw?awqmmﬂﬁwﬁ’amﬂmmaﬂmaﬁjﬁ’um




6. NM3UTSHUTZNINNN1TINE
6.1 nM1sUszliuAUUIEANSNaYRIN1TSNEN
Uszifiu modified Rankin Scale (mRS) (n1Arwan) 7 4 &Uati 6 Weu uay 12 ey fevlden
adadaly
6.2 n1sUsziliunuAIuUannie
6.2.1 NEUNTIAEN ﬁaﬂajﬁmaxﬁﬂﬁaﬁlﬂawu'ﬁamuaﬂﬁ waglaifinnssansss
6.2.2 7579 CBC uag LFT ﬁaums’lﬁmﬂ%LL'ﬁﬂLLamqﬂﬂ%’jﬂdaumﬂﬁaﬂuiauﬁﬂﬂ
6.2.3 7579 HBsAg, Anti-HBc, Anti-Hepatitis C, CXR, stool exam for parasite Aaun15lven
mnasIanUnsRaamanisududaddinistnmnsandevialionteafunewiunssnuvismes
Rituximab
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6.2.4 sgwiansivien Rituximab ThidhseTsdyanadin Wemindtisunseerndenisuiels

7. \neuginITRgaen
Toimgaen Rituximab Wansrawuteladonis futeluil
7.1 anurvesthewdsuduiiagssszaavie (terminally il
7.2 gheiinen1stianAesnnnislden Rituximab suldanunsaldensela
7.3 fuhelineuaussian1sshw (Rituximab non-responder)
7.4 glhenansianunanisinyy lnghifivsnaduauans Wioglunagiiiavosunmne
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modified Rankin Scale (mRS)

Score Description
0 No symptoms at all

1 No significant disability despite symptoms; able
- to carry out all usual duties and activities

2 Slight disability; unable to carry out all previous

activities, but able to look after own affairs

without assistance

- to walk without assistance

4 ' Moderately severe disability; unable to walk
without assistance and unable to attend to own
bodily needs without assistance

5 - Severe disability; bedridden, incontinent, and
| requiring constant nursing care and attention

6  Dead

8149 9: van Swienten JC, Koudstaal PJ, Visser MC, Schouten HJ, van Gijn J. Interobserver agreement
for the assessment of handicap in stroke patients. Stroke. 1988;19(5):604-607.
doi:10.1161/01.str.19.5.604
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(Refractory chronic inflammatory demyelinating polyneuropathy)
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1. szuvaydiAnisiindudnen
1.1 ’LﬁamuwmmadwﬂaﬁaLﬁﬁm%ngv:é@’%’nm AAIN15ANY LAzl vTIYNITY fanasdy
Ansuy@naweumneaiiodiszuuld
1.2 waeudl@in1sindreAen Rituximab 91n58UU Neurology immune treatment program
(NITP) TagTvan uneuiaameidouwnng §Uae wazdsdoyaseazidaanisinuinullslanes
firfimun (Protocol RTX - CIDP) Aaunsdadndnen
wMeMInsIsdeuLasdndeeluszuu NITP Situneudwalud
1.2.1 wédEnwasdoyanulusinnoaditmunliasusudeulinseddniiilunusioysia
madnaeen wuudnssideususiBuinisidadelsa chronic inflammatory demyelinating
polyneuropathy fiadutlaguiu vieajuusziinsaunanisiilady (official report) w%’auﬁganﬂﬁaﬁmda
Tusyuu disliiszuvdedeyasslugdinansaumauinisquam (@na) wagaansaidngléviud
102 ﬂﬁﬁﬁlﬁlﬁ'uuuﬁnmLfammﬁaﬂui’uﬁﬂmfiaﬁﬁm@ Trwuunvsaidoululysinasanielu
7 AINsiaznads
1.2.3 syuvasdsnvssieuuazteyaluluslanoasrenasunvglnTivdaey Wasudwan15nIasy
EUTZUU NITP @01une 1uIaaIN1sasunanisasiageuanssuuuasfiniiluenansiivle

2. AUHANURAYDIHNIUNEIUTD

2.1 Lﬂuamuwmma‘?’iﬁﬂmﬁuﬁmumﬁﬁmﬁ’aLLa::@LmQ’ﬂm chronic inflammatory demyelinating
polyneuropathy (CIDP) fidndfey I anansams»avi ed w539 nerve conduction study W electromyography
satsdiuwmdiawgnianuiiseylilude 3

2.2 ﬁLwaETLaw]xwwawﬁu“ﬁw%’amsi"mcgLLa%'ﬂw'ﬁJzymtmsnsa’fauﬁaw%lﬁﬂmﬂiﬁmmwﬁamfi'%’ﬂm
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Uszaning) Saufifanluaoruneuiailasumseudlude 2
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4. wneuataysianasidngnesnen
auslAn1silndneAnen Rituximab lulsa CIDP lagilinusiasunnda dail
4.1 Bidughesseganing (terminally 0!
4.2 Wlu first-tine therapy TunsdifUaglinauaussionisinuunnsgiu saukanmsldorlunsd
maintenance therapy ;
4.3 G’faﬂm@u@ﬂ’mﬁlﬁ%’umﬁﬁﬂﬁﬂ’i’uﬂu CIDP associated with malignancy i e~
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4.4 ffeléFunsitiaduindulsn Cop Tnsiidnunasunndedeluil
4.4.1 ﬁmminé”mL‘ifadauLmuas/w%aqmﬁammﬁﬁnLﬁw‘zivm‘%"aa 9 M30l1N15AUTU
Huadinsm Tussognannnnii 2 e
4.4.2 Tendon reflexes $A1 0 §i9 1+
4.4.3 wuanuazn i electrodiagnostic criteria a8n3Upe 1 U
1) Motor distal latency 81U 250% T upper normal limits (ULN) Tududszam
98Dy 2 1&u
2) Motor conduction velocity 4184 230% 84 lower normal limits (LLN) Tuiduusganm
2819UBY 2 LU
3) F-wave latency 8131 309 w83 ULN (distal CMAP amplitude 11031 80% 283 LLN)
Tuduussamognaios 2 @y wse Fwave latency 81341 250% (distal CMAP amplitude toenin 80%
994 LLN) luiduiszametnation 2 1du
a) laiwu F-wave Tuvnuzdl amplitude 220% vet LLN Tuidudssamegaios 2 (i
5) Partial motor conduction block: >50% amplitude reduction luiduussam
PENUDY 2 LU
6) Abnormal temporal dispersion Tulduusgamednsios 2 1du
7) Distal CMAP duration iis@vludulssametnades 1 1y uasiidnuas demyelination
DR BNLAY
4.4.4 wué’nwmsmmﬁﬁﬂﬁaﬁuaqumﬁﬁﬁ]ﬁfa (supportive criteria) aeiatas 1 U8 laun
1) Cerebrospinal fluid (CSF) analysis wuuSinavadusiuiiudu Tnewu leukocyte
count Waynin 10 cells/mm?
2) 1599 MRl WU enhancement 984 cauda equine ¥3931NUTEa W
3) WUmmc‘iﬂﬂﬂﬁmmLﬁuUizmw%’umm%’ﬁﬂﬁvﬁ’wlﬁﬁ’u‘lsﬂaﬂ’mﬁaa 1 1du
- uszam sural Und Tnefiiduuszam median wie radial Anuni
- Conduction velocity <80% asA1Unf
- NN9%1979 somatosensory evoked potentials AnUN# TnedtldldiAnanlsasyuy
Usgamaiunas
4) wunsmevauesiinrensldeUsugiidudiu (mmunomodulatory treatment)’
5) HAN137579 nerve biopsy WuvaNgiAERWYBINTIZ demyelination Wag/m38 remyelination
Tnemsldndesganssmididnaseu wsennsaviaeiiduleyssanm (teased fibre analysis)

4.5 gihelasumiinuisig steroid Aamasguwiliawnsavinlvilinniglsaasu (remission)
wiadanaionnsiisurestsa (relapse/recurrent) wiaflonnisvaslsaunnia (progression) g
Folatavnietnatos 1 do wroluil

4.5.1 Tesuenfunan 1 e uagll Inflammatory Neuropathy Cause and Treatment (INCAT)
score 26 (AMANYIN) W38 e
-
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4.5.2 leisuglunan 3 oy wagil INCAT score »2
4.5.3 ftheiidorim vionadhadesannsidetlundgu steroids vioanagiivliadu
WAL
1) M3inwwieg steroid AumRIgIURINGEA
1.1) @S uen Oral prednisolone (1 fiaan3usenlansusiaty wieedaioy 60 fadniumeiy) #ie
1.2) 1#5u8n Intravenous pulse-methylprednisone (VMP) 1 nfusiatu 1uan 3 - 5 Ju ud
W Intravenous pulse-methylprednisone (IVMP) 1 33 Fawiavade Tneonafinisldsauiunislasu
Hﬂﬂﬂgﬁ“ﬁﬁﬂgu (immunosuppressive drugs) |
2) dwdurunentudin WUSnwddermgmisiununsyssaming
3) fUheiiteruvdonadrufssannisldonlundu steroids niesnagiiviindu auilumeld
Tsianansaldendandnlél liun Snadrafesiiquusddussiu gade 3 w3e 4 9annstd corticosteroid
W39 corticosteroid uiugINANTANTY

5. gunsIfuuiuarisnislfen

wuztinsWen Rituximab T induction therapy Tnefivuinsuagdsnstienmadaladonts ail

5.1 T Rituximab 11 induction therapy v 1,000 fiadndu Wushuau 2 ad sy 2 duamd
wdsa Nty maintenance therapy fivuna 500 - 1,000 fadn3y NVEAEBAAIMN 6 LB

5.2 Tfe Rituximab T induction therapy flwuan 375 fadnSu/iuiiiavessraneniaedu
ms1ans damiazads Wuswau ¢ ads feserulusveznm & §Uami ndwnduls maintenance
therapy flwuam 500 - 1,000 fiadniu Maviaandonsvn 6 Wou

Auuzinfianiy

1) nmstentuadusnlfBudednsnds 50 fadnusedalug winliiAneinisudieransouiia
Saandalunsliientiugn 50 fadnsusedalus yn 30 uait @asdalunsiongealsiiu 400 fadnsu
wodalu)

2) ABUANN@IN3YBA infusion reaction 21N Rituximab ynaSanaunislifen nadiliinme infusion
reaction 91nen Rituximab vhmsuFusnsirlumsliewSengamslioniansauenansiiven

6. NMsUsZEIUsENINNNITINEN
6.1 n1sUszliuA Ul ANSNaYBINITINYI
Wisadiugtaei 4 fuaninddldsusaiausn udmniusaiosnn 3 Weu Tneuseidiuamn
INCAT score asii e anasetnatios 1 azuuy Wewleuiu baseline nelu 6 oy
6.2 nsUszdiuduAulaanny
6.2.1 fiounsliien Fedlifinmedndeiiliamnsnniuauld uasbiindassd
6.2.2 9579 CBC way LFT deunslienadusnuasynafarounisliorlusoudaly
6.2.3 1579 HBsAg, Anti-HBc, Anti-Hepatitis C, CXR, stool exam for parasite naun1slen
WNATIINUNISAndomE s iudedinisinunisind evdelientestudeuiunissnudeen
Rituximab

s

6.2.6 sewinamslyien Rituximab WidhseTsdyaadn Wenndevnneenaiionnsuils




7. neusin1sugAEN
Wivignen Rituximab iilensranudeladonts futelud
7.1 donuzvesiiisasudugihesvazgaving (terminally il
7.2 fheinenmsthafssannnislden Rituximab auldawnsaldysels
T3 Q’ﬂaalﬂmauauawiamﬁﬂm (Rituximab non-responder)
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AMANUIN

Inflammatory Neuropathy Cause and Treatment (INCAT) Disability Scale

Arm disability

0 No upper limb problems

1 Symptoms, in one or both arms, not affecting the ability to perform any of the
following functions: doing all zips and buttons; washing or brushing hair; using a knife and
fork together; handing small coins

2 Symptoms, in one arm or both arms, affecting but not preventing any of the above
mentioned functions

3 Symptoms, in one arm or both arms, preventing one or two of the above
mentioned functions

4 Symptoms, in one arm or both arms, preventing three or all of the functions listed,
but some purposeful movements still possible

5 Inability to use either arm for any purposeful movement
Leg disability

0 Walking not affected

1 Walking affected, but walks independently outdoors

2 Usually uses unilateral support (stick, single crutch, one arm) to walk outdoors

3 Usually uses bilateral support (sticks, crutches, frame, two arms) to walk outdoors

4 Usually uses wheelchair to travel outdoors, but able to stand and walk a few steps

with help

5 Restricted to wheelchair, unable to stand and walk a few steps with help

***Qverall disability results from sum of arm and leg disability scores***
CRNORE Hughes R, Bensa S, Willison H, et al. Randomized controlled trial of intravenous immunaoglobulin

versus oral prednisolone in chronic inflammatory demyelinating polyradiculoneuropathy. Ann
Neurol 2001;50:195-201.
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wusAnunisiindneanen Rituximab
“t’J’mJ'q"lfz'ﬂiﬂﬁmtaﬁﬁtﬁmnﬁﬁﬁ@umqLtaz‘lajmwﬁua»wiamal.ﬁasaﬂﬁ
(Severe myasthenia gravis)
(USuugeneil 1 auwiledonsadty@nans i na 0416.2/2 308 astuil 8 nquniau 2568)

1. ssuvayianisiindneden
1.1 ’lﬁamuwmmadwﬁaﬁaLﬁﬁwEJf‘ii'aLmeTr;:“’ﬂm QAINANEN WAZLATTITNTIY FENUIEIY
Ansudy@narseunnefiodissuuls
1.2 WveawsiinisidndneAe Rituximab 91058 uUU Neurology immune treatment program
(NITP) Tneldanruneruraamaidouwnnd fuae wazdedeyassaziBennisdnuwiniulusinaea
fifmun (Protocol RTX - MG) neunsdadinenen
WuImMN1sRTIvdeukasiniieAelusEuy NITP Sdunauswelui
1.2.1 uwndgSnunasteyannilusinaeaiimuslirsumuiioulyneeadniisfluinusioys
nadnTeAen wuudiuinsseiloudausisuiinisitdadelsa myasthenia gravis flatuiagUu
3paUUsziAneunan133fiade (official report) wiausnadwioyaluszuy Welisvuudedoya
spludaddnansaumauinisaunn (@na.) wavanunsanenliviui
{22 ﬂ'3ﬁﬁhﬂﬁuuuﬁﬂLmn%mﬁaului’uﬁnma’ﬁan‘ga Truuunesabsululusinneanialy
7 Juvininaznaas
1.2.3 syuuazdanvislounazteyalulusinaeadensunnddnsanaey uasudamansnmiadey
HUSZUU NITP @07UWeUNad1u1303unan1snsiadauainssuulasivvilueanansiiule

2. AruauURYRIENIUNEIUIE

2.1 Wuaauneuraiifinuantilunisidedsuazquadiaelse Myasthenia gravis (MG) 1#ud
AMNINATIINI BEINTIA tensilon test Wae neostigmine test nminszualinseninssesnadulssam
Lazndiile (repetitive nerve stimulation (RNS) wag/waw single fiber electromyography (SFEMG)
WATNIIM 319N acetylcholine receptor antibody (AChR-Ab) %38 muscle specific receptor tyrosine
kinase antibody (MuSK antibody) i?uﬁ"’aﬁLmeéLawwmmmﬁiqu"ﬂwﬁﬂ 3

2.2 fwwdiawsynsanrduiniessssmguadnniiymunsriouiiomainanlsauas vienssnun

3. auaNURvawnwndginisinun
QI ﬂi hd Q=N Qe =4 = =
WuwwndiderngilasundsdesyiBviogddnsanumesniluaivuszamines wienuns
Usgainen dsfiRanuluaaruneiuianlasuniseniilude 2

4. \neuaieysiAn1siindneaen
auilAn1sindngenen Rituximab lulsa Myasthenia gravis (MG) Tnefiinausinsuynde fail
2.1 hBudtaessezgadine (terminally il)!

AR
B
s

3

vy v 3 n o W ¢ ' @ v : i B2 T

! sgezgavinu (terminally il waneds gUaslsannanitsddianunsadnuls (ncurable) wagliausaty 'L‘ in
(ireversible) Galummuniuvaaunndgine flisandeTinluszosnmdudy

oy, ar " var a [ . . ' as v a f\ [+
PUNELKR QU’JUG\\‘maﬂﬂﬁlﬂiUmiiﬂ‘w’lllUUUiuﬂU‘UiuﬂEN {palliative care) Tmﬂww'luammﬁmwmua.,mmwnww)ljg 2}

3

o



4.2 ey generalized myasthenia gravis w3 bulbar myasthenia gravis M8 Q’ﬂ’mﬁﬁmms
seuustvaInduiiovhsinie uag/vte ﬂé’ﬂutﬁaﬁ‘h’?’lummﬂ nsnau waznisvsla Alinevauss
Aan1sSnYINIgIu Ae Ldarwnsavildlsaasu (remission) wielianunsaannisiiuuealsa
(exacerbation) wialiasnsntestunissduiiulsalugnzingd (myasthenia crisis) vaslsald lned
astufunmsiteduifunduiifiaunfsates 1 et daeluil

4.2.1 Abnormal tensilon test ¥3a neostigmine test 7iagdiasil objective differences naulazas

4.2.2 Abnomal repetitive nerve stimulation (RNS) taz/vie Abnomnal single fiber electromyography
(SFEMG)

4.2.3 Positive acetylcholine receptor antibody (AChR-Ab) #3® muscle specific receptor tyrosine
kinase antibody (MuSK antibody)

4.3 fuavlinouaussienissnuninsgiu wiedderuldedwanysal aunusidaladonts
agatios 1 4o duteluil

4.3.1 ¥nw1seen Prednisolone (atsifes 10 - 20 fiadnusiaiu) saufuenagiiviadu
(immunosuppressive drugs) W Azathioprine (2 - 3 fadnSusenlansusadu) was/v3e thymectomy
(w1En3eifl AChR-AD positive) widslianunsamuaulsals? vdwnlasuendunaeginios 6 Wau

4.3.2 fihefivev G eratnadesmnnslden Prednisolone ﬁaaﬂﬂmﬁmﬁﬂﬁu (immunosuppressive
drugs) u,asQ’ﬂ'zaﬁmﬂmﬁ’mﬁiiﬂawhﬁulﬂﬁﬁ;ﬂﬁﬂqﬁ wazilennudsadadinlunngingd 1wy

1) finmesudniau aneulwivesiuiivunnni 3 wh

2) Aamesdiadesumsinga 3,000 cells/ul vise fuSmnalialnsiatiosnia 1,000 cells/ul

3) flonmsuen W fuuien 99nen Azathioprine v el nmvauitblannsald Prednisolone
wu fnnshmageiilianmsariuauld wiensegnnguetdnguiss wien1z Avascular necrosis
visanmizdeiuane ismmAnundmawauedduduidmaran gy wiann

4.3.3 fUhehiannsniunsinuneeds thymectomy I Fadadldsumssnundeen Prednisolone
s'mﬁ’w'mmnuﬁﬁnﬁﬂ’é’u (immunosuppressive drugs) udadalianusomunuvedsala Tnaldinsiansen
304 thymectomy aghafiufinouudn

5. guneiuuziwarisnislen

wugiinasTien Rituximab Taeflvuineuagisnsldenudeladeonids fail

5.1 Tofen Rituximab T induction therapy flvwna 375 fadndu/Auiinvessamemhodunmasng
FUnviavadaiaerulusvezng 4 §ani wdaentidld maintenance therapy flvtng 1,000 fiadn3u
mavasnidonsi 1 Ase NN 6 Loy

5.2 Wfen Rituximab T induction therapy Avuan 1,000 fadnsu mamasadansh 2 ads TneuSmsen
vieiu 2 dUensk ndsantiulsk maintenance therapy fivunn 1,000 fadnsu mavaonidendi 1 A
NN 6 \fiau

v . " ! v o & . [ -
2 famefinINT8RUNTIBILIUYT WiNsEpuLTIvRINAuTlan awela w%am'ﬁaauuiwaanammumwmnﬁnau

2



AuuziRRY

1) msldeluadausnldiBudesnsid 50 fadnfudedilug wnluiAneinisuienaunsauia
Sardalunslifendudn 50 findnsusedalus 0 30 unit Eesudrlumslifongsqaliiv 400 fadnsu
Hotalug)

2) @9Un1U8INI5VBY infusion reaction 91N Rituximab wﬂﬂ%ﬁﬁﬂﬂﬂﬁiﬁ&ﬂ nsEINilnTE infusion

reaction 91neN Rituximab TivinmsuSusnsudalunisiienvs engansliendansmismuenansiiven

6. NMIUTLNUTEHNINNNITINEI
6.1 n15UsEiuAUUTEENSNAYDINI5S YN
Usgiiiu clinical status Taelt The Myasthenia Gravis Foundation of America (MGFA) clinical
classification Wisuiisunesulasudalden (Naruln) wiedszdiulagld The myasthenic muscle
score (MMS) vn 6 LD
6.2 n1suszliununIuUasndiey
6.2.1 AaUNN5IAEN ﬁaahji’lmqsﬁm%aﬁlﬂmmmmwulﬁ warlilfinssansss
6.2.2 w339 CBC wag LFT nounisWiadausnuazmnassneumsliotlusevdnly
6.2.3 1379 HBsAg, Anti-HBc, Anti-Hepatitis C, CXR, stool exam for parasite NoUN15AE1
mnasIInUnsAnd smatisududedinisinunisindenielietestunoutunissnudiee
Rituximab

(Y]

6.2.4 sewinmslvien Rituxdimab Tidag Tsdyaadn Wennduseeafionmsuiels

7. \neusinnsvgaen
Wingmen Rituximab Wensianudeladonils duieluil
7.1 aougvesifihodsuduthessoggaring (terminally il
7.2 fheiieenistiadessinmslden Rituximab suliamnsaldonsele
7.3 figvemsfinnananissnw lngldfivenaduauans Weglugasiidovesunnd




ATANUIN

Myasthenia Gravis Foundation of America clinical classification

. Class I

Class I1

1Ia
Class 11
IIfa .
: 11ib
—
IvVa

1vb

Class V

§ May also have ocular muscle weakness of any seventy

Any ocular muscle weakness

May have weakness of eye closure

. All other muscle strength is normai

Mild weakness affecting other than ocular muscfes

- May also have ocular muscle weakness of any severity

Predominantly affecting limb, axial muscles, or both

May also have Iesser lnvolvement of oropharyngeal muscles

Predominantly affectmg oropharyngeal respiratory muscles, or both

- May also have lesser or equal involvement of limb, axial muscles, or both

Moderate weakness affecting other than ocular muscles

Pr edommantly affecting hmb axnai muscies or both

May also have lesser mvolvement of oropharyngeal muscles

| Predominantly affecting oropharyngeal, respiratory muscles, or both

- May also have lesser or equal involvement of limb, axial muscles, or both

. Severe weakness affecting other than ocular muscles

May also have ocular muscle weakness of any severity

- Pr edominantly affecting limb andjor axial muscles

May also have lesser involvement of oropharyngeai muscles

- Predominantly affecting oropharyngeal, respiratory muscles, or both

May also have lesser or equal involvement ofhmb amal muscles or both

Defined by intubation, with or without mechamcal ventltatlon except when

- employed during routine postoperative management. The use of a feeding tube
. without intubation places the patient in class Ivb.

Weakness class is assessed according to the most severely affected muscle or muscle group
at the patient's maximum severity.

81984: Jaretzki A 3rd, Barohn RJ, Emstoff RM, et al. Myasthenia gravis: recommendations for

clinical research standards. Task Force of the Medical Scientific Advisory Board of the Myasthenia
Gravis Foundation of America. Neurology. 2000;55(1):16-23.
doi:10.1212/wnl.55.1.16




The myasthenic muscle score (MMS)

Maintain upper limbs horizondally out-
stretched
I point per 10 sec Maximum 15
Minimum 0
Maintain lower limbs above bed plane,
while lying on back
I point per 5 sec Muaximum 15
) Minimum 0
Raise head above bed plane, while lying
on back
Against resistance 10
Without resistance 5
Impossible 0
Sic up from lying position
Without help of hands 10
[mpassible 0
Extrinsic ocular muscularure
Normal 10
Prosis 5
Double vision {
Evelid occlusion
Complete 10
Incomplete with corneal covering 5
Incomplete without corneal covering 0
Chewing
Naormal 0
Weak 5
Impossible 0
Swallowing
Normal 10
Impaired without aspiration 5
Impaired with aspiration 0
Speech
Narmal Lo
Nasal 5
Shurred 0




Fefdaunae 4

wumennunisiingaeAnen Rituximab
Youdldlsa Autoimmune myositis ¥iin necrotizing autoimmune myopathy (NAM)
w3alsA Dermatomyositis #1181N155UUTE
(muvisdensudyy@inans A na 0416.2/2 308 asFuil 8 wowa1AL 2568)

1. szuvaydiinasiinadnedien
1.1 'lﬁamuwmmaﬁwﬁ’qﬁaLﬁﬁw%auwwé@:“nm AN IANY WAZLAYTIIBNTIL HONUIBIY
finsun@nansweumneiiedssuuly
1.2 Wvveeydinisilndisdnsn Rituximab 91n58UU Neurology immune treatment program
(NITP) Taglianuwerutaamadouuwnngd §Uae wavdideyasieasidoanissnviniuluslanea
fiswium (Protocol RTX - NAM) faunsdaudnanen
wuIenInsIaeuandndeaenlussuy NITP fitunousimaluil
1.2.1 uwndginuasteyanuluslnaeaiiimunlinsunuieulvmenainiflunusioys
nMadndneA1en wuudnnvsadeudusBuiinigitedslsa autoimmune myositis ¥8n necrotizing
autoimmune myopathy efuilagiiu videagUusy Tandaunansitiade (offidal report) wissianadsiaya
Tuszuu Lﬁ@’iﬁizwEiﬁ{l'aa%lam'aiﬂé’aﬁ'iﬁﬂmsaum%%m'i’qwmw (@nd.) waganansainelaviui
1.2.2 nigﬁﬁlﬁlﬁuuuﬁ’nmL’ru'imﬁaului’uﬁnmﬁﬁmga Tuwwunrssidsululysianeanielu
7 Juvinnsiasnads
1.2.3 syuvazdsnvsuiounastoyalulusinneasionnsunwng nsaaau wavud wansnsaveaey
HUSZUU NITP @01unegu1aansisnsunanisasivdauanssvusasiusiiduenasiule

2. AnaNUAYDIENUNEIUS
& S a wa aa  a [T v X o -

2.1 Wuaaunweruaniauanddlunisidadonazquaidlslsananuilodniau necrotizing
autoimmune myopathy LLa::BEﬂ'JEJ dermatomyositis LU ALNTORSIINIDFINTIANTINLIDINGN
YBINAILIUD (muscle biopsy) n319n1svieuvesnasileselwil (Electromyography #3s EMG)

as ) s W & o z ' a & Y Y o

asIvInTzRuulainduiie creatinine kinase (CK) nsnsiavsednsiateuRvervedsandiilesniau
(Myositis related antibody) sauvadiunnganisnaunssylilude 3

2.2 flwwdwgneamnaunniemgsuguasnngmunsndeunenauiannlsauaz/msenssnmn

3. Aruautfvasunndginissnun
v o Ay v v we a « o
3.1 Huunnddildervgilasunilidesuiniogdidnsanunmeanilugiviongsamansisate
waggLNRadU viseaymunusvmaEnslsatanasgNRadl vieay smansanvUsyamiven vsseuav
nUNTEanTUsEamIveT BefuRnuluaniuneruiantasuniseusidlude 2
o 1y s v vV o & oy v o wa
3.2 Tunsdlamunerunalifuwmdande 3.1 ageunemslsmeunausdsisundalasumiadoayi
WI0YATRTNUNNEANEIYID1E5AENT UsaNusYAEns Idmauianudglunisldeidenan

2g9UBY 1 AU



d s,

4. ineugisyaRnistingreaaen
audAn1510nd18A197 Rituimab Tulsa autoimmune myositis ¥ia necrotizing autoimmune
myopathy (NAM) 38 dermatomyositis ﬁﬁmﬂ'ﬁquma Tosfinaunsunnie grail
4.1 iudthesseganving (terminally i)
4.2 Ty first-line therapy lunsalfnslinevaussdemsinuunsgiu sauentslienlunsdl
maintenance therapy
RUNELAY ﬁﬁ%%’u@’ﬂ’mﬁ\lﬁ%’um human normal immunoglobulin, intravenous (IVIG) Bejifsl
wwndamnsaRasanusuanlden Rituximab wuld
4.3 gihelasunamsiniiladeindulsn dermatomyositis 1158 autoimmune myositis %iin necrotizing
autoimmune myopathy (NAM) Taefiinausinsifedy daeluil
4.3.1 \nuain153fiadelsa dermatomyositis
GmxﬂmL‘lJuwﬂ’mwlﬂiumiwwammu dermatomyositis associated with malignancy
wagd U Oud nyngTumzdmulsail Toaun Heliotrope %58 Gottron’s papule %58 Gottron’s sign
w38 V-sign #38 Shawl’s sign ¥38 Mechanic’s hands saufuildnuusnisedinetiaios 2 Tu 4 4o
fasaluil
1) Sndrudediuduneunasdurigauns U uanIag (symmetrical proximal
muscle weakness)
2) ﬁixe‘fuLaul%ﬁmaﬂﬂé’mtﬁafnﬁﬂ‘lﬂ‘uﬁwﬁaqﬁu 1Aun creatinine kinase (CK) %i3e
aspartate transaminase (AST) 30 alanine transaminase (ALT) #5® lactate dehydrogenase (LDH)
3) HARTIININETTINe o g e ldfunnenduiosniay (inflammatory
myopathy)
4) nan1snranduliiind e ldtunaendanidesniau (inflammatory
myopathy)
4.3.2 inauginnsitiadelsa NAM
anstmiun'ﬁmi'gﬁnuﬂamnﬂuimﬂamL‘uaaﬂLau necrotizing autoimmune myopathy
Imaummswﬂmﬂumiiﬂ fl5gfu serum CK gandUnd waviinanmianiane1dinerveenduie
wionansnsIvkeuRvasiinlatulsa
4.4 fUaelineuausanseildoiiulunisii hich dose steroid Lsas/w?amﬂmgﬁmmﬁu
(immunosuppressive drugs) Tnetdulunsinueide 4.4.1 vie 4.4.2 deladenii fadolui
4.4.1 n3dlfheensyuusanniiinizmadiumeladumas nedilusanasiteladonts
P8 1teY 1 Vo
1) ﬂ'mmmmﬁmmmﬂmwmmﬁmﬂmwwmauﬂmmuam&Jma‘h}aaummaﬂm
Lﬂimmamaim (Y9wile invasive %58 non- invasive) LLavlmauaummamﬁﬂmma"lm'um high
dose steroid 'ma IVIG LLmlummsawmmimmEnmalmwiawamnﬁlmmmmamalﬂlmmﬂ’lu

2 §uak wdaSuen o

\"‘I* s
' fUrnszusgavine (terminally i) wunafs mhaimmamwa‘luaﬁmsmnwﬂm (incurable) waglyan \s CREL R;‘GIU

(irreversible) m’luemmmu‘umuwmmnm wﬂmavmumm'luiuummauﬁ‘u ;O 9/

BHUHINT] mhzmanmami'lﬂ's"um‘s-snmuumhvmum.,ﬂaa (palliative care) lnusjm¥slianruduthnuasan ;fﬁfﬁzwwq ﬁ'@
b s gu



2) fedivevinailunislden Prednisolone Teiun ﬁmfasﬁwmaqqﬁl@iaﬂmmmurﬂﬂﬁ 39
NTELNNNTUBLIITULIY NTDAIE avascular necrosis N38A1IEABRAUIINGT UIBAIWRAUNANN
Lmﬂ'maﬁs‘ﬁu%uﬁﬁmas{amamwwamw w%a%’aﬁm’tumﬂ%’ammgﬁmﬁm%’u (immunosuppressive
drugs) LWy Azathioprine Téun finmzdaidenanisn agranulocytosis) viiainiinmizfiusasiu (iver
toxicity) ¥38n3I9WUNITYIA thiopurine S-methyltransferase agauysel wiadansuien

4.4.2 n3difheInsTuLTsUunas Inedulununasiteladevis sghales 1 do

1) nsdffUhpainisguussutunans name ftlygwiiseinsnauduindesldasendi
9113 M3eilennssaulsivaawIunIev Ineil mRC grade toanimiawiiu 4 wavhinauaussie
nsfnwuileldiuen Prednisolone wunafiwsngas (0.50 - 1 fiadn3usenlansusiati) uav/mie o
immunosuppressive LU Azathioprine (2 - 3 fadnsunenlaniunadu) ¥38 Methotrexate
(7.5 - 25 fadnfustedad) Wunatediades 3 ey udeimsndunieseuussliiiu

2) fftheiidewnuiunsldien Prednisolone Iiur finmzinsmageiliansnsamunsils w3e

NT8HNWIUBYIITULTI N30A1IE avascular necrosis NTBAIEABRUIINGT MIBAIMAAUNFANN
aar o o 1 }7] a a 4 . "

WwauedTuauNdwadan gy wwanw vsedaviiulunisldenagivilndu (immunosuppressive

drugs) \u Azathioprine loun finnazdiadanunisi (agranulocytosis) Wieindn1ziysany (liver

toxicity) ¥3BRTINUNTILVIA thiopurine S-methyltransferase pEvaNYTRl MiBNBINITUNEN

5. auanefinuziarignisiven
wuzthmslien Rituximab Tneivutneuaydansiiondeladends ddl
5.1 n3finslddmsu induction therapy mudeladonds
5.1.1 We Rituximab Tuauna 750 fadandu/fudiinvessanemiadunsiauns wilidu
1,000 fladnsu ey 2 dUavt wse
5.1.2 e Rituximab lurua 375 fiaandw/auiiiivesamembsdunsauns duaviazads
Ansaiulussusiian 4 dUan
5.2 NSNSIUEMSU maintenance therapy
¥ Rituximab luwuna 500 - 1,000 fadnd/ads Wivaanidanfnn 6 e
AwuziRRY
1) nsldenluadausnliisudesnsuds 50 dadnsudedalug vanliifinennisuienaansaiiiy
Snsndalunisientusn 50 fiadn3usedalus nn 30 unit Easudlunistivigeanliviu 400 fadnsu
Aathlug)
2) @pUnNEIMITeY infusion reaction NEN Rituximab NnASanaunsTien ns@ifiang infusion
reaction 97ne1 Rituximab ’Lﬁﬁwmiﬂ%'ué’mi'}L%fﬂumﬂﬁmw%awqmmﬂﬁmﬁ"aﬂmmmaﬂmsﬁﬂﬁ'um

6. n1sUsliuTEnINeNIsSnEn
6.1 NsUsERUAUUSEANSHATBINITINYD
TussdiudUhenelu 4 dami nadlasuen ol
Bl ol ﬂ’laﬂﬂa'ml,uaﬂ‘ﬂuﬂﬁmﬂﬂ (respiratory muscle) TetuA peak negative insplratory pressure
waz peak positive expiratory pressure ¥38N15NAUDMNT




6.1.2 Usziilunnansnueitnvesiiiswiassiy Jruunsusadiulaglyd Medical Research
Council (mRC) grade for Muscle Strength (n1ANWIN)

6.1.3 swueulivond wiloviinlaviavils 1dun creatinine kinase (CK), aspartate transaminase
(AST), alanine transaminase (ALT) %38 lactate dehydrogenase (LDH)

6.2 NsUsziunUuAINNUaanY

6.2.1 ABUNNS VBN ﬁaﬂﬂﬁmwﬁmﬁaﬁ\mmmmmuau"l,ﬁ'f wazliliinssansss

6.2.2 7599 CBC way LFT ﬂ'EJ‘LJﬂ’]ﬂﬁEJ’]ﬂ%ﬂttimtaznﬂﬂ‘?ﬂﬂlﬂ‘umﬂﬁt’JﬂU‘iE}Uﬁﬂ‘lU

6.2.3 1573 HBsAg, Anti-HBc, Anti-Hepatitis C, CXR, stool exam for parasite naun15eN
YNASITHUNSAAEBWENE s T udadlinsdnunsAadevaelentssfunsudunissnudsen
Rituximab

s

4 . 5 2/ @ = o I = v
6.2.8 5ewinamslken Rituwdimab Widhseisdygnadn ewindeueneenaiionisuiels

7. \neusin1svgnen
Isimgaen Rituximab Wensranudeladenils deteluil
7.1 anuzvesitheavudugihossozaaving (terminally i
7.2 ftheidirennisthadesainnislden Rituximab suldamnsaldusiola
7.3 nsm@Aln1s§nwadae Rituximab tilpsanlidnevausssenissnvvieifanadisfessiesn
naualfiesesslunnngmiesnaniduiy Iiasamegaede
7.3.1 ARUAUBINBNITSNWIRUINAEUSINTINYT Rituximab induction therapy ASU N&A1IAD
liflon1sdrdne1mis w3e peak negative inspiratory pressure Waw peak positive expiratory pressure
ﬁ%muagﬂu'ﬁsﬁ’uﬁ%mmmmﬂhmﬂﬁ visailseuievledvemndmileviinlaviantsnduundulnd
WIDANALINNIN588aY 50
7.3.2 limauaussren1ssne nande Sulennisddanemnanisliaiuisanielaleald
iesnnduilanlilunseladesuuse viseulmivesnduieanaslifetevay 50 aelu 4 dUai
naal@suen maintenance therapy adadi 2
7.4 fapremsinmuranisinw Inglifivguasuauans Weelugaefidavesunnd

AMANUIN

Medical Research Council (MRC) grade for Muscle Strength

Grade O No movement is observed
Grade 1 Only a trace or flicker of movement is seen or
felt in the muscle, or fasciculation is observed
Grade 2 Movement is possible only if the resistance
of gravity is removed
Grade 3 Movement against gravity is possible but not G
against resistance of the examiner
Grade 4 Muscle strength is reduced but muscle contraction | g
can move joint against gravity and resistance W\
Grade 5 Muscle contracts normally against full resistance |




