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CPG willounnuivioglon1siuniy wWhvnevdnues CPG Faiduniasderiglunisguasne

Y

IsaduUszanmuagnauilenngiiauiu n1sld CPG mdlauiumsldunud Wevamwsedadn a 9ala

Y 9
v '

AdagseaziBundnudoya s 9atiu Fe1atlunnsns MANLIN SIeNaISUTZNBU kazeNaNs8198s

dusunsAruanandeasiudnluEesiueg

a =

CPG dillassafrmanlunsiazunde ununil uiavuwnuilaziiuuimensujiivateduney
N30UAIEANTUTENBY UaENIANUININBANUNTZINTR
TJunouiuugln
gj dl = ¥ L5 U dﬁl a :.JJ J ¥ = v v
Tupauil 1 Anwilassairandnves CPG il lneilagasuaniusniatdgarng
firsanllenenanslunmsumaauiniizeseslsuazegilatng
Tunowuil 2 Anwwnugiuaniidnle szunugiidunsuwivniassaiiiuilen
o launugitanuauaiagyilid lailemviasuladieyu
& - Y v = =2 a voa « | |
TUABUN 3 DWeINIMTIUTgazBYakUURNEANlUTaAun1ARWINTUETo w9 Wy

ANINNAAINL M9 LBNATITDNIDY

(% [
v

TJupeuil 4 Weld CPG atulivsyq sznlaladiedu uazlungrenaufinlaglidesguaugiiday
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NSOUNISINS=AUANTUUSNISEISISTUGV

FLAUTTUUUING #91UUINTEIT1TUEY

FTUUUINT3EAUUgUd (P) 1. TsagnunadaaSuguninsiua

a va @ o

2. audavanyuyuidomiunmguuRidulsed
STUUUINTIEAUYRELH (S) Isanguaguyukiing (M2)
Tsangrunaguvuwnlvegy (F1)
T5aneuagusu(F2)

LSamenuIaguYLULIAEN (F3)

ARSI A

Tsanguaguyuasisln

[EN

STUUUINSIEAUARBNE (T) memma@ué (A)
2. lsangruramluseaudania (S)

3. INWEJ'WU’]aﬁI}'JVLUSUU’]@Lﬁﬂ (M1)

UG 91989 ANFINTENTIENTITUGY 1 209/2555 (389 NFUTMNITIANITIATOILUINMTAUN N

f1UNMTUIMIIANTITUAY NTENTNETITNGY U .. 2555
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uanltnA1nuzuI (Strength of Recommendation)

AU
|
=1
%50
“LULUIDE1989”
(strongly recommend)
Il
=]
%50
“Lz
wuudeula”

(conditional recommend)

“Dlnugtnazlifnany”
(neither recommend

nor against)

A185U"Y
AnudulavesAusilivineglusedugs Ins1zu19INITAINGTT
fiusglenlogredesiagUlsuasAuen (cost effective) (AI5911) 30
AnudulavesruugdiladlivineglussAuas insiansnsaanan

g1ainlnwvsensliinduniusdertae (linasvin)

anusiulavesduugiilivieglussduliunans ilesanunsnis
AananeiivsylevisesUisuareanualuangdume a1alivia
Rl uoguaniunisaiuaganuimingan (W) vie arwsfula
yosiuuzlilimieglussduunans iesanumsnsdanan
a1afiuszlevdneUrenarliduaminliddndu enavirnlalunsd
finaudndu (livavin)

arusiulagarinddlunislidiugdn osnunsnisdnandad
nanguldiismelunisadvayunsadnd1udn 9198nsee19lull
Uselomiseithe uavenaliduen wilineliAnsunmesodihe sty
Fefunsdadulanseyiituog futladedug “e1aviwmioenalsisin
Alg”

1w AflonsIniuuImanvU iR svinendeengsunndualseinelngs w.a. 2561
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AUNIWVaIKangau (Quality of Evidence)

nangu o o
AN95UNY
Ussan

A wangIUIANNUIEAUR (high quality) Bevsnefis mydemuduasldideuhutinannn
WANGIU WU NANFIUNLAINNNITNUNIURUUTTZUU (systematic review) #30n1534A31Z%
wU597U (meta-analysis) YINSANYILUUNGNENFIBEN-AIUAL (randomized controlled

clinical trials) MlnauszandnsUseloviivsolnuag1etaau [Wuduy

B nangundaunmsEaulIunad (moderate quality) @wisnefia N15ILNUFNR1AL
Waguwlanhuinaaun wndnguumdnguilasin

1 LY 1

1. NINUMULUUETEUUreINsAnwIAIuAN liladuaIeee (systematic review of
non-randomized, controlled, clinical trials) fidnaUszsnsasUselovinaolnyeeng
FnLau

2. MANFINAINTINUNMTANYINUUHUAAALL0 LUNIHE (cohort) ¥3an15Anu Ay
AuAuNTEl Sounds (case control analytic studies) Ailg¥uniseenuuuideiduegied
fannanituvdonay Teunnnimdasiyndy uasdsznsiifnudtugnilndides

fudssynsnastiwumnangufuiatl 19

C mdngIuNTAMNNTZAUM (low quality) Bevsneia e LR Asuuanimin
A mvANgUIRLVANgLAlAaN
1. nsfnwnssi (descriptive studies) AffugtuvesUsznsiidnuilndidssty
Usgrnsiasi uuamansU fORLU

2. miﬁﬂmmU@uﬁﬁ@mmWW@W (fair-designed, controlled clinical trial)

D vdnguAdAnnWIEAUmIN (very low quality) Banuneds availaiuuilalunanmmdng
wuvdnguildann
1. senuvesAnEnssinagisng Ussneuduauiiuiiewiedunui (consensus)
voannsy {ifisrguuiiugiulsraunisainienddn

2. miﬁﬂmmumﬁﬁ@mmwhjﬁ (poor-designed, controlled clinical trial)

1 : alen1sdnviuuImenyu R S1vinerduengsunmdurissemalng w.e. 2561
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AYWnUIEVavdryanunilunuuni

1. nseusUdmaLy

= deanunmelunseutdu Jeywn : disease, syndrome

2. nseusUAWRENdIVIaNGA

¥ I v a a wva A .
= dornunelulunisdndulaufisnge action :

investigation, observation, treatment

3. nIeUUAmMANNLIY

= Faanunelududesuie/danuzi : health education

(%

afla winanunegrvialaliauisasiunismuiuivieadull Wldaaendavesunndndnig

SuaveuUielaunse viveenanisandwiodiieludanuneuianifneningendy
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38NISWRIUIIUDIDBUNUR

ANENTTUN SR ILMIINIUTAUSENRUAIY o1gsunndlsassuuUszam a1gsunnglsnte
nEnswindlsaszuudszay nunskamdliate wazneSunmng 531 40 v FeufuRnululsaSeunnmg
Tssnguasguiavuiaan nanswazlug vauszme tevimdhiisusumangiunmenisunmditoUszneau

nsiasanMsHLLUINIU URdmTuegsunndmly ogsunmdlsassuulseam ergsunndlsade

¥
LY

nunsunmgTly nansunmdlsassuutszam nunsuwnglsade uagnesunmd TnsuuinvlfoAtey
AsouARuRILANTIdadelsn M3dnw mafiamumsdnwuazmsfiansandaerding

ANENTTNNIT warannioualdidnimszquiindtu 9 afa Tneussquedausn etud
27 unAu 2565 ntuldszauanudalaeviauiundudes augviheuldsmtudumuaznunm
I350uNTsENINsLMdegruduszuuaingiudeya Medline (OVID %3e PubMed) uaz Cochrane
library \flovnauideiidunismumussunssumanisunmdogiaduszuutagnsinsesiiuuii
(systematic review and meta-analysis) §9590899550UNTTUNNITUNNEAFRLRIUT LR oS UIAY
WA, 2566 IntuanznIsuNslAdiUszgusmiuieduilmanimunmisiunssuiAstauas
iauafuuzilulnwfian Avszyuamdidenduuzilagldifamzuuuiuuduieg electronic
voting system nanfe iiinsasazuvuuluusdazduuziily 2 sou Tnglfinamidasolul

Tuseuusn dezuuudesiiiuiefudouusihiuosnsliosioras 75 Wfehduusniduriuu
sz azuuudesdidiudetumonmaedinietouusidildtissnindosas 70 o fuusi
thilsiiuufaniiusssy Sezuuudssiidiudetumaumsedinietouusinduegszninadosay 70
fla 74.9 Wdansefusessanngdiudeuaglsidiudetudenusindy

sdsnidliasnilmidnas fesuudssditusetudowusnihduiiosstiosiosar 75 ot
Fuuzhtuusfnniivssg Sesuudesiidiuietudeuusiniuiosniifesas 75 Tiieinduusi
tildruinniivszguasiivssglsauosuuziiy

AN MYBIMANgIUNINILIMES (level of evidence) (M3 1) WagszdvveadluzLi
(grade of recommendation) (A157471 2) ToudazA LTI S8 NULIMIBIFINe 1B TS
U w2561 fszuawRfannuiiuiowioeiu (agreement) yossuuz el vdnlFRuuz
Hossuudh meenuznssunaia NIRRT s fimnsaidmsusunns iR 8 sufueng e
lsaszuuUszam waznansunmdlsaszuuUszam Adldfidmsnilunsiuunsiois Taodelud
M3eAUTIBLaTRANIANUARLTLOE DAY S?iamaﬂmzﬁmmlﬁﬁﬁﬁwLLuzﬂwma’wﬁ?umﬂ%’wqammﬁwLLuz‘uﬁ

Aldsuanunaing dananmuanumnzauaulinduwns i atutegiu oflmis aunaufive

2 USUUTIUINIUATRAENN 5 U vaulativauan1anisunng luuine 194
9 9 Y
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38n1sduAuvoya

ANZHINYILWINIUGUR Tevinsdudutdeyaanngiuteya Medline (OVID %3e PubMed),
Cochrane library waggiutioyadu dausdd am. 2000 & T a.a. 2023 Tngldidd laun

1. Peripheral nerve disorder lan Guillain Barre Syndrome, Acute Inflammatory Demyelinating
Polyradiculoneuropathy (AIDP), Acute Motor Axonal Neuropathy (AMAN), Acute Motor-Sensory
Axonal Neuropathy (AMSAN), Miller fisher syndrome (MFS), Chronic Inflammatory Demyelinating
Polyradiculoneuropathy (CIDP), vasculitic neuropathy, vasculitis, Multifocal Motor Neuropathy (MMN)

2. Neuromuscular junction disorder lalA Myasthenia gravis (MG), Lambert-Eaton Myasthenic
Syndrome (LEMS)

3. Muscle disorder lgiin Juvenile dermatomyositis, Necrotizing autoimmune myopathy,
Anti-synthetase syndrome, Overlap myositis, Dermatomyositis, polymyositis

4. Immunomodulating treatment Tawn steroid, prednisolone, methylprednisolone,
dexamethasone, azathioprine, mycophenolate, methotrexate, cyclophosphamide, biologic agent,
anti - CD20, rituximab, IVIG, Intravenous immunoglobulin, plasma exchange, plasmapheresis

Tunsdududoya wufedidafe naulsadulssamuasndunieangidudu d9unugiae
lsisnniin YilFmsfinydnlvghdunsinwruadn viedunenunsdiine uenanieuisin wy

prednisolone fin1sliuuuuazivsslesiduiisensu wionaldldfinsfnwawialvgjsesiu vilinaunn

wanguliigainnags
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Peripheral nerve disorders
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unn1
naueN1s “Nanad-u1sis” na:zIsanineovoy

Guillain-Barré Syndrome (GBS) and variants

Guillain-Barré syndrome (GBS) %38 acute inflammatory demyelinating polyneuropathy
(AIDP) figtAnsaivlanyszanas 1.1-1.8 sle 100,000 s1¢lugflvia) waw 0.6 sio 100,000 Teludin Tnemy
Tumemgunnunends uazgtinisaifunnniulszan 20% auengiiiuiunn 10 2

Hagtudslinsuanianaialsafiuisiusnu flhedwau 50-75% Shiinsaidevesszuy
madumelaviomaiuenainney JadusiinssduszuugiihunuvesienmenagiliiAneinis
gadlsn nsAnTeiduiusTunsinlsn AIDP e GBS léur Campylobacter jejuni (wusnnilgn),
Mycoplasma pneumoniae wulsuasluiin), Epstein-Barr virus, Cytomegalovirus (CMV), Zika,
Hepatitis E, SarCoV-2, HIV seroconversion a'aumm&ﬁiu 9 Lo nsaadngu n1sHIdn Msiensss 3o
lsALoanead (Systemic Lupus Erythematosus, SLE)

nsanide C Jjejuni AN1IATIANUI fuaufvense ganglioside wil@ GM1, GDla, GM1b qq%u
warduusAuNIIAn GBS Al acute motor axonal neuropathy (AMAN), acute motor sensory axonal

neuropathy (AMSAN) &4381n155u439031 AIDP 7idnlinudndin1siiuauves weufvenfingt?

2INI5ULATDINTLLEAY
1. 91N1590ULIINANLINT UV IV ULAZY1Y ATk UUANLNRS Ingnsandulsawuadu
3 YRR
o YUUIA - [FUTDULTINVING 2 T8 LATaIuNINUVUADITNN (ascending progression)
Tuvnsgenaunmesinisinnneuls lasawzhuan wenainil 50% veadie Te1n1s
YU DINITOOURTIVBINA 1ML BTN AR UIIUTDUTIWINTGA (nadir period) Tu
2 dUmnviusn
| q' I Y d‘ [ o‘d‘
. 92991@99 — BINNTOBULIILATVUNILAINLUFUANN 3-4
oA PR o \ aX v o ¢ al
o YWiEy - 9nnsveUIednIvARY 9 ATU AENAIEUAT 4
2. anuRaunRvessyuuUsEamManluR lawn vieswn visevieads n1slaanylisen anudulain
wnIsTuad Wladudn Wladuiss
3. AMUAAUARYDINITVINUTIRLEUUTEaIMVOIEN0s WU facial palsy, bulbar weakness,

ophthalmoplegia

Subtypes of GBS and variants

a1unsal Ul dunaevis AU INITLAAILAZNENSANINVDINITIAR TatkA

AIDP fingn3an miuu demyelination vilsnisneinsallsainad AMAN Lag AMSAN
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AMAN Uag AMSAN finen5anmiuu axonal degeneration vibvinueinslaguusandn dn1y

meladumannni wagnsitusatindnlunguaulyd ADP

Miller Fisher syndrome (MFS) #9101 triad loA ophthalmoplegia, ataxia Waz areflexia

Bickerstaff's brainstem encephalitis (BBE) %ﬂﬁaﬂﬂﬁﬁléjl,l,ﬁ ophthalmoplegia, ataxia,

areflexia Wag hypersomnolence

A159NARY LA

n133tads GBS 81AaIN13neAaln wazn15n5IIwiBauUans loawa nisesaunludunds

wazn13asiabniidadey Tnenaeindnisldduuinian lawn National Institute of Neurological

Disorders and Stroke (NINDS) #4U5£nauf2881n13n19AAINLAEN1SATIUN UAUNAT AaR157199 1.1

a15797t 1.1 newilunnsidads GBS muuine National Institute of Neurological Disorders and Stroke

(NINDS) Diagnostic Criteria for Guillain-Barré syndrome®

21N15119AaUN
NAISNU

21N1TDBULIIUINNT
1 5879A

AN hyporeflexia #3
areflexia lunnsgned

21N15119AaUN
fananula

D1N150DULILNNLINTY
Tusseznan 2-4 dUanni

21N15N19AAUN
lainsnu

191N159DULIIVDILUUY
2 979 wuubdlauungs

1. 191N1980ULTIVOIUIUYY 1. FEULAENITVIIUYDINTT

2 919 WUURUNIAS

2. 1 @emsiuAnuzan
viselionnsvdnties

3. fdanuRaunfAueg
Wuuseavanes

4. o1sBuATuAEly
2.6 §Uavi ndendl
Bulonns 2 §Unsiusn
(nadir period)

5. dANUARUNRvDISTUY
Uszamonlugda

6. Liiflldsmme

7. wuszaulushulu
iludundsgatu

Jaanizuazgaanszedns
RIRR

- aoden1svnuYeIng

Jaairuargaansesiaus
JUusNABUTeNIS

. mmww°ﬂuausuauﬁﬂ

= ¥ o o
donvnludnladung

>50 /mm®

. Asanudadenuivile

polymorphonuclear (PMN)
Tuthlvdunas

Sdgn1ssuanugdnuie

191019 IUUY sensory

level

a a a
CHANMUNAUNRURITETUU

Uszamaiunana enyiulu
Miller Fisher syndrome %130

Bickerstaff’s brainstem

encephalitis

N122U 9 N1 LAY

2IN15N19ARNNABIEARINY

Tnedilsilalsa GBS

UsgIRnsiasu viseduiaves

@19 hexacarbon

1.

Acute intermittent

porphyria

. Recent diphtheritic

infection

. Poliomyelitis
. Botulism
. Toxic neuropathy

. Functional paralysis
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wazwdidnsesameliiiddades laldeglunueinisidadelse wimnsenfiennisuansly
Fau nsnsaneliifidadussnslunsaduayunmitade lnelinaminisnsaliiitade, fwm1sne
1.2

A1519% 1.2 1naminfdadenisanalwilidadeveaduyszamlulsn GBS
Acute inflammatory demyelinating polyneuropathy (AIDP)

asranuAaRnUnAssielUtiognetion 1 4o Tuduuszamednados 2 u lunsastendusnvidended 2
+ Motor conduction velocity (MCV) <70% LLN
» Distal motor latency (DML) >130% ULN
« dCMAP duration >120% ULN
« pCMAP/dCMAP duration ratio >130%
 F-response latency >120% ULN
e asranuAufinUnd 1 9o Tuduuszam 1 1y saufunazdedeluil
. Absent F waves Tuiduuszam 2 wdu sauiu 8 dCMAP >20% LLN
« Abnormal ulnar SNAP amplitude $93f1U normal sural SNAP amplitude

Acute motor axonal neuropathy (AMAN)

arlinuanuRaunfndldiuinueiitiadeves AIDP luiduuszamynidy Tun1snsiansausnuazasen 2
(eneulunsdlin dCMAP <20% LLN luidudszam 1 1)
Tun1snIansawsn :

asranuaNuRaUnAdeieluiagetes 1 4o Tuduusvamegeiios 2 1y
« dCMAP <80% LLN

« pCMAP/dCMAP amplitude ratio <0.7 (8Ar3u tibial nerve)

« Isolated F wave absence (139 <20% persistence)

lunsnsiaadedt 2 -

assanuaafnundnseluifegnsdos 1 4o luduuszamediados 2 &y

« Persistent or further reduction of dCMAP amplitude

« pCMAP/ACMAP amplitude ratio <0.7 Tunsnsrandausn wasd PCMAP/ACMAP amplitude ratio >
0.7 lunmsnsiansadl 2 (ifos1n dCMAP lumsasiandait 2 anaadefioutuadausn) Tnglad temporal
dispersion*

nsanuanuRaUnARsialuiognades 1 do Tudulszamednedes 2 Wuduanmangiuvas

reversible conduction failure :

« dCMAP amplitude > 150% Wwag dCMAP duration < 120% ULN

« pCMAP/dCMAP amplitude ratio <0.7 lumsnsrandausn wasd PCMAP/dCMAP amplitude ratio > 0.9
Tunsnsransedt 2 iesan pCMAP Wity Weiflsutuadusnuarlslil temporal dispersion ()CMAP/
dCMAP duration ratio <130%)

=

- Isolated F wave absence ( %38 <20% persistence) Fapdulunisnsavasatenlaeiildl increased
minimal latency (<120% of ULN)
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Acute motor and sensory axonal neuropathy (AMSAN)

o
[

nslsinuanuiaunifdldtunasiitadeves ADP ludulszamynidu lunisnranfusnuazaded 2
(enviulunsdlfl dCMAP <20% LLN Tusdutszany 1 &)
lunsasrandausn - asranunsRaUnAlagldinasiienfunisideds AMAN 1R SNAP amplitudes
<50% LLN Tuiduisyameeation 2 1du
Tumsnsaandd 2 : psranumnuiaunalagliinasiioatunsitess AMAN iy

. ﬁwﬁﬂgmﬁuaq axonal degeneration lu sensory nerves (SNAP amplitude AeTivsaanas
lududszamegnatios 2 1d) se

. ﬁwé’fﬂgmmaﬂ reversible conduction failure Tu sensory nerves (SNAP amplitude STl
Tudutszamogation 2 @u Tneufiudiuannndt 50% lu median uas ulnar nerves wa¥aNNA3 60%

Ty sural nerve)

ANg9: MCV; motor conduction velocity, DML; distal motor latency, LLN; lower limit of normal, ULN;
upper limit of normal, dCMAP; distal compound muscle action potential, pCMAP; proximal compound
muscle action potential, SNAP; sensory nerve action potential

* dCMAP duration <120% ULN uag pCMAP/dCMAP duration ratio <130%

nsAsIALRNIANNITR UG RN
1. mansathlvdunds uushliimnaedlitery sanisamadilvdunds Adnlity cBs
Taun
. nsifistuveslusiiu uwienanuisysulusiuenaunalaluduansiusn
- linuwadudenuindinsifiutuvesmadiieadndes nswuind WBC unni 50 cell/ul
FosiansalsABULNNNTT WU CNS infection, tumor, leptomeningeal metastasis
2. msasralnindfademadulszam wuziliinsasalulsimeiuiafiaansariinis
aalel ieatuayunidads GBS (dlumsiei 1.2) luszezEudu Ustlombveansasaluinidede
oA NMsvaeitadauenlsanaznisuenyinued GBS Uaguudilidl International consensus criteria ¥4

nsnsaliAiITady Weswniinawinisnsvitaderaenae Jaiunudi criteria ¥99 Uncini uaganie

PRAUNTUY 2017 wundenueaiaasutesian® warinuan1snsIalning asusnUnfLarn1sInang

q
[

T wuzihliinisnsasaliiiteses ase 2 lussezna 1-2 §avisenn Wetelumddasels
3. 1139379311 Anti-ganglioside antibodies 31ntayaliagiunuinlitislunsitdady usiens
f93001899599 anti-GQ1b IeG lunsdifiasd® Miller Fisher syndrome
4. MRI brain and spinal cord with Gadolinium liwugdllugtennsie Winaisanviilu

AUeueTIeTeenatiglunsiladeuentsa
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n1sUsIliuAUTULSIvaslsA

% IS

~ X ~ a a ~ % v &
Lu@ﬂﬁ]r}ﬂﬁiﬂ'}ﬂ GBS Eﬂf\mmmN@]‘UﬂG]GUaﬂﬂiUiU’liu“UWLLa%ﬁJm’Jzﬂ’liﬂmSslﬁlammmmﬂﬂmmua

]

BOUKTY Fanuzi IUTTIIUATUTULTILIA WasRAnNNeINTS AN 1.1
Qd‘ a a Y
wHuQIn 1.1 uananisuszidiunaznisiEhanmugUlslsn GBS

gUqeilonsuseanisuaasdilaiulsa GBS

'

EGRIS score k3n5U > 4 30
a a ' a
fl9nnsnusueninlsaiinusuus e
139191N15818N NIBTEUU
Taily Uszamonludfliaed T

{ whszluazquanveriaely J

s Aanuly ICU
(Intensive Care Unit)

A1581ALALNITENINYDUNIS

Asuela
syuUUsEamMInlut® - monitor

EKG, Blood pressure

*pInN1siusuandlsniiauguuss (> 3 99) MIATIINNAGLN Muscle power,

1 ' A
1. sgwzanliliiu 7 Juaniuniiennisaudsiunidnueu nInau

TSanETUna AMMefidengaiulara1n1sn

2. ldaunsalels

3. ldaunsadula

4. liausosnuvunieluals
5. ndwiladunoseuuse

6. ANURAUNAVDIAINITVINATUR UL BWINSU

Anga: EGRIS; Erasmus GBS Respiratory Insufficiency Score (ﬂﬂﬂwmﬂﬁ' 1.2)
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nsauadnedUlelsa GBS
1. MIguaUszAuUszAesaly

1.1 nmssnwudhdanumunismels ssuuUssamsnlud®@ uaznisnsianeadin Asluunugil
7l 1.1

1.2 #hszYauardnnisnisunsndoufionanuld Wy nsdidn Fladuindone msfade
wnsndau 91n15UIn anwieduau Aeduai1 agvewnvselaanizlisen nnvvnansens
uHanaviu nmedesefn Indudeterfefinanaiuivdn®
13 ﬁmimmﬂﬁviaszhsJ‘msﬂ,ﬁ]Lﬁ'@ﬁﬂwﬁ:ﬁmmLﬁﬂqﬁ%Lﬁmﬂ’nzmimﬂﬁ]é’mmm (respiratory

failure)

2. MIINYIRUNE
wlszasdvdniienganssiiulsalilifonisedsavonnenmnaniniiduinniy
Fouadlumssnming intravenous immunoglobulin (IVg) #38 plasma exchange laun
1) fUaeflenisnduniesounsstusuuss Wy deddaunsnidieluniniu wiooinisaias

9819590157
2)  gheiinngnsmeladumen
dm3uithe Miller Fisher Syndrome finensallsadin 3eldddufidesldsunssnmde Vig

%39 plasma exchange
nssnwdnzuas GBS fifsil (manedi 1.3)

2.1 Intravenous immunoglobulin (IVIg) (I, A)
ns¥nugitelsn GBS Hlufthewdinuasglngifenisly Intravenous immunoglobulin #3e

Vig melu 4 dainasiiannisvesdilsn dnangiutanuindussdnsualunissnwilsn®®
2.2 nswWasunenataa (plasma exchange) (1, A lugthedlvg) uas |, B lugftheiin)
ns¥nwgdaelsn GBS fenisiUdsumtenatant aelu 4 devindeiionnisvesdalsa

fvangutauindussdnsualunissnwilse >
Mssnwdensasudenatan Tuftielsa GBS Aifmensallsaiilsid uaziagls Vg andeu

HagtudsliiindnguifannmiismeNavatiuayuniednfumanseyianan (Il O minfiarsanling

Shwsnensdsugienanaun pslindaanli intravenous immunoslobulin Teghsiles 3 dUpi??
2.3 vInga ARsAlAGRYTaEA (corticosteroids)

1519 methylprednisolone 5@ prednisolone TugUas GBS Lulgauseavsuaiitaulunis

Snwnlse Tutagtuluuzldlunissnwilsa GBS® ™
2.4 Eculizumab (lll, B)

N5 eculizumab &@3uriu intravenous immunoglobulin Tugae GBS lilaliuseavana
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3. n’li%'n‘ie}’w:d:ﬂ'wiiﬂ GBS #13n132 Treatment-related fluctuation (TRF)
Treatment-related fluctuation (TRF) filen13efiEie GBS lisunissnudnmzuaiien1savy
- - Y = ' @ a ¥ a & ) ¢ @ DA a
vi3eAsi uadllennsudasnends lagenisiugasieanadunigly 8 dlami nasnddleizuiiennis
Asausn® nsidadeinduielinnezidndudewensenainnguitienlifinsnevaussisusdudulasy
ns¥nw ludUlenguil e1afiansanlinissnwiie intravenous immunoglobulin 1°” (Ill, D)
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a
ANANUIN UNN 1

AANUNG 1.1 uaaskuunasuiniunisiden Human immunoglobulin, intravenous (IVIg) Uausaldy

Guillain-Barre syndrome ﬁﬁaﬁﬂﬂiEuLLiﬁ

wuuNeSNMAUNIlEEY Human normal immunoglobulin, intravenous (IVIG)

fioisldl Guillain-Baré syndrome #iflamauuse
('nuaxtﬁunmﬂﬁu'ﬂﬂmﬁnﬁofnnuumwomrTumﬂﬁmuazq'ﬁam‘:'lﬁmau"mauL-nqnamuﬁmi‘m'né’nuﬁ\mﬁﬁ)

( st 1 dioyafilon )
1. Sa-uwsng gk
Sl 4. dvBrmdn ] wénisziugmnmiouin [] wrefudeny Rotd
§ [] efwfnsdnwmennsdmems [ duq sey
T‘g 5. [ |ow[ | wde 6. fuidaulifa ......s / y X)) P Po— ]
S 8. anlasdndlsr ey 9. valsewewa
10. 16%u pre-authorization uda [ | T [ ] lafld 11. authorization number
( shuil 2 FaymssneunmimysiRuazdiasyanraléim h
Aol . /
ailai

1. frhelaieglunmz teminally il (laioys@nsldenillugiion teminally i)

Ol=
O

an o . & 10wl &
2. Slsdvmunnimuiniulseessmadioval$fsey uuuuwaail

2.1 AnaLNARTIN
A i Weakness of both arms and legs
il Absent or depressed deep tendon reflexes
- T - - - - 3
A MMIAIUAISHAUUBI UL TN LY 4 sl
nIgaunselidnsuzAautiia symmetry
il Sensory symptoms and signs
§l Cranial nerve involvement esp. bilateral facial palsy, LMN type

Recovery beginning two to four weeks after progression ceases

E & T m o O W

3 Autonomic dysfunction

il Absence of fever at onset

J il Severity of weakness: distal > proximal
22 fhefiemadolatenidaded]

K fomameladuman

20 0000000 BGOOG
0 0000000000

I il severe weakness

oo 1. T, 21 8 A B, C, mumndeneud O 19 uaz 22 @ Tderwilies 1 3o
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( duil 2 iﬂgauszneummqu"iua:iagams'[ﬁm (ﬁa)\

e LaiTai
3. InanTaemaveeufiRnsiidn Ay
3.1 NaN1MII9 CSF Wu Elevated cerebrospinal fluid protein with <10 cells/ml O O
(sometimes a rise in protein content is not seen until the end of the second
week of illness}
32 Wan19mIIe Electrodiagnostic features (fNfl) wu Slow nerve conduction velocity O O
or conduction block, normal or small compound muscle action potentials, absent
- or prolonged F-waves, acute denervation or decreased recruitment/interference
s pattern (The findings depend on timing of electrodiagnostic test)
31 @ W wazmsiide 32 @ o
4. mauaziBmilden
VRU C |¢ a1 VIGHmNaRl ........... 13N
Amfumue il ............... nfu/Alandy
@uaIvIGiuuztn Asafear 2 ndwilaniy uuolik 2.5 %)
Fuifulilulsonena Sudl ...z / FuitFulvien udl ...z /
saypmnaediuhimsnu
5. i3 Plasma exchange (PE) $awdeviali O O
Tsifnunfape IVIG $aufiy Plasma exchange

wosuspeirdeyadneduiduaasdognusens waneyiA
L
: | ey
sowuwnigioldin
( ) sowmuwndfoyla
( )
wafiluyszneulndsl: funde
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A1ALANT 1.2 Erasmus Guillain-Barré syndrome (GBS) Respiratory Insufficiency Score (EGRIS)*”

Measure Categories Score
Days between onset of weakness and hospital admission >7 days 0
4-7 days 1
<3 days 2
Facial and/or bulbar weakness at hospital admission Absent 0
Present 1
MRC sum score at hospital admission 60-51 0
50-41 1
40-31 2
30-21 3
<20 a4

EGRIS 0-7
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unin 2
Isiduls:andniduidesuinalodau
Chronic inflammatory demyelinating polyneuropathy (CIDP)

Uaguudslainsfinwatinmsaivedsadulssamdniausesunngiedau (Chronic inflammatory
demyelinating polyneuropathy; CIDP) ludssindlng andeyalusitsusemanuiininuynvedlse

v a v a

9g# 5-7 AU faUsEyINT 100,000 AU WUlATIEvdjazEYe Wazaansaialalunnieee a1
vadlsainaniidwdantasuainaieuennsedulisianeaiegiiduiuniauniluinaievasndssamn
U aAa Ay v P \ v ~ ' | v ~ P v
Jedfunvenudulszamdiulaty fUisazionnisuruigeaulss Suduliennsuiivaeiievansinn
TngaInN150aULse wazo N sysnavidufiuvuuazevia 2 919 9n15vedlsnazaee 9 lulnTuEes o w3
&, | 'y & = W o | I a P a ' < v v
Juninndn 8 duait Fsdnvadsnanidueinmsinulavesiian agelsinudUisenvunimieeinis
A v | ~ ~ A v o P ~ | A v & < v
du 9 1o wu Jernsviivatsfievaiowinng 2 979 laefionn1seeulssindruiediulataanies
P38 191N159DULSIVDIIUTINBAYINGD 2 919 K39LDINTDOULTIVDIMIUYN 2 919 wuublauunsg
Lwaé‘iﬁaéfa‘[iﬂImstisﬁ'mJizi’aLLazmimaﬁ)iNmaQ’ﬂw SUDINTTNTIANADALALN15ATINH T DD

YoaduUTTAMLAENAINLe IeUssliuauTuiswedsauazlvin1sSnwignaes

n153ladelsn
n193dady CIDP @1@weIN1INeAdiln N13as19neesl]URnsuazn1snsIalnin3iede
European Academy of Neurology/Peripheral Nerve Society (EAN/PNS) lasinsuussiinuaslsa CIDP
panidu 2 wilandn laun typical CIDP wag CIDP variant Inedlinauainisitadeusenausme nueiennis
n9adiin (clinical criteria) waginausin1snsialninitasds« (electrodiagnostic criteria)
dmiuineiemameadindile widslildasuaminasinismsaaliinitdades desode

inauiatiuayun15Itadt (supportive criteria) Wiatielun15389sy possible CIDP

LNAUNNISINANYABINISNAALN (Clinical Criteria)
LNAIINNSIDRYAILDINITNNAALND IR A NBULVDIANURAUNANIISTZUUUSE AW USEnausie

91N15T1 9INITIDUKTY  ANMURAUNAVDITINANG FLIUILAS LU ULNUYDIANLRAUNANIITEUUUSEa ™

SUAUNTANRULSALUNITRAITUINIUTIALLDEAIUAITIN 2.1
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A15199 2.1 InaueneRatndnsuitade CIDP (Clinical Criteria) ™

Typical CIDP

falinnda :

1. eInsseunsivendiendiuatsuardiudu vesndndouvuaruludnuasfigunast@etig
Imaqnamu’mﬁuﬁaa q wiseiin1smisuliusee ¢ (progressive or relapsing-remitting symmetrical distal
and proximal muscle weakness) kaziinsagyiden1ssuanuiansiue lngdasdloinisedieles 2 5819

2. oxmswaniiaalunannnni 8 e

3. WU hyporeflexia #38 areflexia lunnsgnsd

CIDP variants

fteladontsirolul wiornsduwmilou typical CIDP (deep tendon reflex maunilusensditlaifionnaslé:

1. Distal CIDP: densfumnadinuaznéduitiosouusswoniduniedutans fhwuormsisufion

2. Multifocal CIDP: L?mmi%"ummiﬁﬂLLazﬂﬁmﬁaéauLLiwm&JﬁwLmﬂuwuvl,aiaumm INNUBINNTLAU
T

3. Focal CIDP: emssuanudfnuazndunilesouusuamendmiolu 1 0196

4. Motor CIDP: néunflaseunsdlnsiissuulszamiuanuidnuni

5. Sensory CIDP: idgmssuaruidniasilaifiennsnduiosouuss

INA9IN15IRAREN15M52 NN IU9de (Electrodiagnostic criteria)
nsnsaliiinidedevendulszamdinisuasidulssamivanudan fdnvausiddnlaun

conduction velocity slowing, conduction block, prolong distal motor latency, prolong F-wave latency,

temporal dispersion w84 CMAP 18ud Tnepnuiinuniinuazranesuvisludnuasfiauuns Snosi

wnsgdlunsidadelag EAN/PNSY wuadu msihnszualszamdinis musoasdenlunnsed 2.2

ANS97 2.2 LNa9iN1sItaReN1sns AN I Daduveadulseamdsnis (Motor nerve conduction

criteria)”

(1) Strongly supportive of demyelination - fdeladonisolull

1.1 Prolonged Motor distal latency; Tuiduuszamegnatios 2 1@ (lUsau median
>50% above ULN* neuropathy 910 carpal tunnel syndrome)
1.2 Reduced motor conduction velocity; Twdulsyamegetoy 2 1@u

>30% below LLN'

1.3 Prolonged F-wave latency; Tuduuszavesetoy 2 1du
20% above ULN Tunsélfi distal CMAP amplitude
111N31 80% V49 LLN
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(1) Strongly supportive of demyelination - fidoladonilsalull (a)

1.4 Prolonged F-wave latency; Tuidulseavesetoy 2 1du

>50% above ULN Tunsédlfi distal CMAP amplitude

<80% LLN

1.5 Absence of F-waves; Tuduuszameenetien 2 1@y Sauiu

Tunsdif distal CMAP amplitudes 220% LLN dnuarres demyelination 3u 9 ludulszam

2819UpY 1 WU

1.6 Motor conduction block; « TuiduUsyamegnatios 2 & 150

- Proximal CMAP amplitude anasnnnin 30% wiawieu | « luiduuszain 1 du srufudnvazes
U distal CMAP amplitude Inei distal CMAP amplitude . demyelination du 9 lududszam sgratios
A9 220% LLN 1 1@ 8nL3u absence of F-waves

« l3i591 conduction block Tu tibial nerve

1.7 Abnormal temporal dispersion; Tuduussamegatios 2 wdu
~ Proximal CMAP duration iadusnnndn 30% e

WinuAvy distal CMAP duration
- Tunsdlves tibial nerve, proximal CMAP duration

Widusnnni 100% wewfleuiu distal CMAP duration

1.8 Prolonged distal CMAP duration Tuiduusyam 1 1@ saunu
&nunizvas demyelination 3y 9 Tuduuszam
pgoy 1 1du

(2) Weakly supportive of demyelination sanassilugadi 1 usnuaufaunfludulszam 1 &

*ULN; Upper limit normal

TLLN; Lower limit normal

Tunsiinasinsidesonisaseliiitesvrsaduusramdimsimuuziifiniudesiolul

« 1ANUANUNRA lATUALINTINTTINARE wurdlYIIN15M593 nerve conduction study
W 2 419 wazvhnseaadiiudnlusums axilla wag Erb's point

- Motor conduction block %38 focal slow 984 ulnar nerve fisnunistasan uas peroneal
nerve fifuanis fibular head lauidupnufinund

- d1113U conduction block ¥e4 median nerve waz ulnar nerve iUz Erb's point
wag wrist ANUNAULANANNAUYEY CMAP amplitude 9819198 50%

- 195U ulnar motor conduction block fisumis forearm AsviNsATIALisLALTAENNS

nsgAu median nerve MsUuUY elbow 1319 recording electrode 7 abductor digiti

minimi muscle Walkulananuiaundninanlulaiinain Martin-Gruber anastomosis
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. 95U median motor conduction block fiduvnia forearm mslszaulnlunisnsziu
Yo 9 Wieliudlaianuisundsena i lildiineain co-stimulation ¥e4 ulnar nerve ik
wrist

- 81 distal CMAP amplitudes fluwnanad Heanin 1 mv wuzthlivhnmsasadiadalnenisnng

recording electrode proximal muscles

M15199 2.3 inaeimitadenisesaliiidedsvesdulsyamiuauian (Sensory nerve conduction

criteria)?

Sensory CIDP

Sensory conduction abnormalities laun

- prolonged distal latency %39 reduced SNAP amplitude %38 slowed conduction velocity
Tududszameenetios 2 1du (Ineldnwuzaude a* wso b') s

- nansnalniinidadevendulszamdinis (Motor nerve) aeatios 4 v lén median, ulnar, peroneal
wa tibial nerves agluinauaiuni

(2) Possible CIDP

Sensory conduction abnormalities Taun

« prolonged distal latency 50 reduced SNAP amplitude %38 slowed conduction velocity Tutduusgam
ag13tes 1 1du (neddnwazauds a* wie b) sauivy

- wansnalniinifadevesdulszamdanis (Motor nerve) aeatias 4 v 1éun median, ulnar, peroneal
wae tibial nerves agluinausiuni

* a. Decreased sensory nerve conduction velocity; 80% of LLN (§1 SNAP amplitude >80% of LLN)
39 <70% of LLN (81 SNAP amplitude < 80% of LLN)
"b. Sural sparing pattern;

abnormal median or radial SNAP amplitude with normal sural nerve SNAP amplitude

wnaideatiuayun1s3tady (Supportive criteria)
Yoauayun1sitedy CIoP dwisuifihefidunasiitdeds possible CIDP wsiliinsunannamives

nsnsaliinitade asiinaeiativayu (supportive criteria) Aauanslunisen 2.4
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a ¢ o aa o . . . \(D)
ATV 2.4 INUNUDAUVALUNITIUIRY (Supportive criteria)

1. MInaUaUBIiaNT3hEn el n1sUAsuLUamasliTunisshwndae immunomodulatory agents wu
corticosteroids, IVIg, %939 plasma exchange TagUsziliulaain

« INCAT disability scale AtusnnIwSewiiiu 1 Avwuu

« MRC sum score (0-60) Atueeatios 2 §1 4 Az

2. Imaging

« Ultrasound as1anusdudsvamlntuegratios 2 fuvis fiushmdau proximal ves median nerve
waz/¥39 brachial plexus Ingldvuinningdauing (cross-sectional area) 989 median nerve Huun
>10 fadluns iusia forearm, >13 fadluns AUsaas upper arm, >9 fadluns Usal interscalene
(trunks) ¥3e >12 fiadwms fiU3aal nerve roots

« MRI (DIXON/STIR, coronal + sagittal planes) #533WU nerve root ain31und laeinvuinAiugaues
nerve root iaglnd ganglion Tu coronal plane wuilvuaaugennnit 5 dadiuns ﬁaﬁﬁﬂﬁﬁ%@uﬂa
TldlugUedin

3. N15M53UN WEUNAS PSITLUNSTAAIABISADUNTBLBINTHATUBLUNTUNS BN LR UNU

4. NIATIIMENENSINe e LdUUszam Ransanasialunsdldelud
. @sdy CIDP waldausadudulameinuaidadenisadinusenisnsialiinidade
. limepuausanan1ssny
. mﬁaiwiuﬂﬁjm infiltrative disease iy amyloidosis, sarcoidosis, nerve sheath tumors 7138

neurofibromatosis

LNeusin1591938 typical CIDP waz CIDP variants
dmsuinasin1siteds typical CIDP way CIDP variant Muansseasidenlilunnsnsd 2.5

A19199 2.5 1nau9in15318e typical CIDP wag CIDP variants™

Clinical Motor conduction Sensory conduction Supportive
criteria criteria abnormality criteria
Typical CIDP WU Tuidulseam Tuduuszam -
289UDY 2 LdU 289URY 2 LFU
WLNaue Possible typical CIDP WLNa9IN1TINAde

2819108 2 U8

Possible N Tududszam Tududszam -
typical CIDP 281908 1 L& 289Dy 2 LFU
N Tawnneua Tuduuszam HOUAUDIABNITSNY
DY19URY 2 LFU LALILNINSITAY

2819108 1 U8
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Distal CIDP

Possible
distal CIDP

Multifocal CIDP
%138 focal CIDP

Possible

multifocal CIDP

Possible focal
CIDP

Motor CIDP

Possible motor
CIDP

Motor-
predominant
CIDP

Possible sensory
CIDP

Sensory-
predominant
CIDP

Possible
sensory-
predominant
ClDP

Clinical

criteria

WU

Motor conduction
criteria

Tududszam
DY19UDY 2 LHUNUVY

WA Possible distal CIDP

NU

WU

NU

Tududseam
2619URY 1 LEUNUIY

Tududszam
2419URY 2 LFUNU

Tududszam
2819108 2 LU

Sensory conduction
abnormality

Tududszam
219Dy 2 LFU

Tududseam
2E19UpY 1 LU

Tududszam
2E19URY 2 LdU

Tududszam
2819108 2 LU

WLnat Possible multifocal %158 focal CIDP

WU

NU

NU

Tududszam
2g19tpY 1 L&U

Tududszam
2819108 1 LU

Tududseam
2819108 2 LU

[WLna Possible motor CIDP

NU

NU

NU

WU

NU

WU

Tududszam
2819108 1 LU

Tududseam
2819108 1 1du

agluinauaAUng
Tududseam 4 vdu

Tududszam
2190y 2 L&

Tududszam
2819108 1 Ly

Tadnuneua

Tududszam
2E19URY 2 L&

Tududszam
2819108 1 LU

aglunausiAUng
Tududseam 4 wdu

agluinauaiAUni
Tududseam 4 vy

Tududseam
2819108 2 LU

NG sensory
conduction abnormalities
fanandlumis1en 3

Tududszam
2E19URY 2 L&

Tududszam
2819108 2 LU

Tududszam
2E19URY 2 L&

Supportive
criteria

WNNUNINSITIRY
2819108 2 U8

WLneinsItase
2819108 2 U8

WnN15ITaRY
9819198 2 UD

AFIINUAIURAUNAVDS

motor conduction study
Tuidudszam 2 1du
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ANsINARYRENLSA

L‘ﬁ‘aﬂmﬂiiﬂsu 9 W multifocal motor neuropathy, Charcot-Marie-Tooth (CMT) disease,

paraproteinemic neuropathy, diabetic radiculoplexus neuropathy, amyloid neuropathy, neuralgic

amyotrophy, leprosy, neurofibromatosis %38 neurolymphomatosis 91aNUDINITNINTEUVUIZEW

ysanuLEUUsTamMenane CIDP 19 setunaulinisidadelse CIDP 39A1591n1sanUsetd ms19519n18

n1sngalniitade wasnsanmsiesufuRnisiiuuelladenenlsa auseazidenlumnsnei 2.6

15197 2.6 N1FINdswenlsa CIDPY

Typical CIDP

AL amyloidosis, ATTRv polyneuropathy

Chronic ataxic neuropathy ophthalmoplegia M-protein agglutination disialosyl antibodies (CANO-
MAD), multiple myeloma, osteosclerotic myeloma, POEMS syndrome

Guillain-Barré syndrome

Hepatic neuropathy, uremic neuropathy

Vitamin B12 deficiency

HIV-related neuropathy

Distal CIDP

Anti-MAG IgM neuropathy, POEMS syndrome

Diabetic neuropathy

Hereditary neuropathies (CMT1, CMTX1, CMT4, metachromatic leukodystrophy, Refsum disease,
adrenomyeloneuropathy, ATTRv polyneuropathy)

Vasculitic neuropathy

Multifocal and focal CIDP

Diabetic radiculopathy/plexopathy, neuralgic amyotrophy

Entrapment neuropathies, hereditary neuropathy with liability to pressure palsies (HNPP)
Multifocal motor neuropathy (MMN)

Peripheral nerve tumors (U lymphoma, perineurioma, schwannoma, neurofibroma)

Vasculitic neuropathy

Motor CIDP

Hereditary motor neuropathy (19 distal hereditary motor neuropathy, spinal muscular atrophy,
porphyria)
Inflammatory myopathy

Motor neuron disease

Neuromuscular junction disorders (11 Myasthenia Gravis, Lambert-Eaton Myasthenic syndrome)




IUINVANSTS Immunomodulating therapy fulsAiduus:annia:nanuitioonaiAuAU

Sensory CIDP
» Cerebellar ataxia, neuropathy, vestibular areflexia syndrome (CANVAS)
+ Chronic immune sensory polyradiculopathy (CISP)
« Dorsal column lesions (11 Syphilis, paraneoplastic, copper deficiency, vitamin B12 deficiency)
» Hereditary sensory neuropathy, Idiopathic sensory neuropathy, Sensory neuronopathy
« Toxic neuropathy (WU chemotherapy, vitamin B6 toxicity)

N13ATINNUANNBIUHURNS

a o 1

1. NMsasabuiitanedulssanaznanuiile

[y

2. MIATIAINYAANTUINGT
2.1 113739311 monoclonal gammopathy laun
2.1.1 serum protein electrophoresis, serum immunofixation, urine immunofixation
for light chains (Bence Jones protein), serum free light chains
2.1.2 anti-MAG antibodies lunsdifinsrany IgM gammopathy M‘%@Iu;:iﬂw distal CIDP
2.1.3 sgau vascular endothelial growth factor (VEGF) luidion Tugte CIDP 7ifl lambda
light chain associated IgA %39 IgG paraproteinemia
3. mimnmaﬁawﬁﬁ’ﬁmsﬁﬂﬂ lAuA fasting blood glucose, HbA1C, complete blood count (CBQ),
creatinine, liver function test, HIV serology
4. Msrramadfisdumeiesufoinmdleidveusd Hun
4.1 Ultrasound ¥84 brachial plexus Wa¥ cervical nerve roots 1‘14&31‘1/@
4.2 MRI ¥4 cervical Wag lumbosacral nerve roots Iuﬁﬂmg' (supportive criteria)
4.3 nMsmsaniiludunds (supportive criteria)
4.4 Nerve biopsy (supportive criteria)
4.5 ESR, CRP, ANA, P-ANCA, C-ANCA
4.6 Vitamin B12 level, vitamin B6 level, creatine kinase level
4.7 Antiganglioside IgM, paraneoplastic antibody
4.8 Skeletal survey, chest X-ray
4.9 Genetic testing @ %3U hereditary neuropathy
4.10 Neuromuscular junction evaluation (repetitive nerve stimulation, Acetylcholine re-
ceptors antibodies, MuSK antibodies)
4.11 Muscle biopsy
4.12 Somatosensory evoked potentials (SSEP)

| -m
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N1SUTEIUAIINTULSS
d' a [ C% Yaa a aa 6 a 1
WisldlunisAnmiunanissnyr dnlg3sUseliua1n1snerddnlaewnng Useliunansenuse
o a aa o w 2 aa v I o a Aa vy
nsmliutinusydriunsenunmdinvestiedundn lnenisusslivunnsgiunteuly laun
«  The Inflammatory Neuropathy Cause and Treatment (INCAT) scale® Tumis199 2.7

e MRC sum score Iumiwﬁ 2.8

151497l 2.7 INCAT Disability Scale

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; handling small coins

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

3 = Symptoms, in one arm or both arms, preventing one or two of the previously 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

INCAT Disability Scale: 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

mi'l\‘lﬁ 2.8 Medical Research Council (MRC) Sum Score

MRC grading system

0 = paralysis

1 = only a trace or flicker of muscle contraction

2 = muscle movement is possible with gravity eliminated

3 = muscle movement is possible against gravity

4 = muscle strength is reduced, but movement against resistance is possible

5 = normal strength

RN Z o e 1 F
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Six muscle sets
+ Upper arm abductors, Elbow flexors, Wrist extensors

« Hip flexors, Knee extensors, Foot dorsal flexors

N193NEN
1. Induction treatment
1.1 Corticosteroids wuaidu
1.1.1 Continuous regiment lauA Prednisolone 60 mg/day ndntiudes ] AATUINAY
Tuszoyna 6-8 oy FufuNsIaUALBILaLNaT LA (I, B)
1.1.2 Pulse Dexamethasone 9u1» 40 mg/day Jusvezinan 4 5y iﬁLaauam% Juszeznm
6 o Uszilunisnevaussmen1ssnwnenadlasuen 2-4 dai®” (I, B)
1.1.3 Methylprednisolone 500 mg/day Teaendensn Wuszezian 4 u Witeuavads
Jusveznan 6 weu®*™ (1, B)
1.1.4 Methylprednisolone 1000 me/day lmmaemdensi uszezina 3-5 Tu ndnii
1000 mg/day Flaiazads Wuszoznan 4 &adh ndandudfuauiiiarnneinunsneuaues
Tuszeznandaud 2 ey fe 2 Y5510 (, B)
fueiiidevhusionisld corticosteroids wunagevideiAnnatiafssguusennnnslden wusdlild
IVIg L
1.2 Immunoglobulin (IVIg)®*#* (I, B)
Jagiuludseinalne immunoglobulin (IVig) Felallendusniiuldludunisdnulsa CIOP
5l Vig axianlunsdifigfinelédsu corticosteroids W3ald3u corticosteroids $amfugnaniiduiu
siinsuudililreauasenisinw dedidnuazmenaindeladendimelui
o lasvendunan 1 ey Lagdl Inflammatory Neuropathy Cause and Treatment (INCAT)
score > 6
. g5venlunan 3 e uawdl INCAT score > 2
. Tuathadssiisuusdlussiu grade 3 we 4 99151 corticosteroids 3 corticosteroids
Suivenaniiauiu
FUae CIDP luroauasionissnmmunasidneiu Saagldsunsiansanld vig lunissnwany
yunsesielud
1.2.1 Vg aum 2 g/kg Timanasadona wudliluszeziian 2-5 Ju Tu induction phase
&Nt 0.5-1 em/kg wudl 1-2 Su (@ansald Vie drlevieiuseedon ¢ ddanwt lunslfsioluil
. fthsonsdihiftuviooinaaras melu 6 Wounddlien Vig afausn (INCAT score
whduvderiududledieusu baseline) 113o

« {Uh881N15ATU (INCAT score anadegatioy 1 azuuuiilaieuiu baseline) laglden

Anmanuluiu 1 9
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1.3 Plasma exchange®?" (II, A)
n137h plasma exchange nutnlgUssavsamiteuwiniu Mg Tneuuzihlivi 5 addlusyes
e 2 dUan
1.4 Rituximab
Hagtululsemalvy Rituximab delaildendusniianldludunsinuilse cop asld
Rituximab wianlflunsdifiguaeleiu corticosteroids n3al#i¥u corticosteroids $amfusnagiifuiu
slindunse Vig udrldreaussdanisinu Ingldvuadsiold
_ Rituximab 1 ¢/day TWmmaenidens wisld 2 adeq ey 15 u wideniulien
Rituximab 1 ¢/day %n 6 ey auasu 2 U (I, A) w50
_ Rituximab 375 me/m2/day ldnvasndens duaazads daseruluszezian
4 dUni®®* (11, D)
1.5 é’m%’wﬁﬂwﬁhjﬂauauama first-line treatment lgilA high dose corticosteroids, IVIg,

plasma exchange wugilild cyclophosphamide® " (lll, D)

2. Maintenance treatment

>#2 (11, D), mycophenolate mofetil***” (Il, D), cyclosporin®*?(lll, D)

wuzi il azathioprine'
Ju immunoglobulin %38 corticosteroids-sparing agents 11424 maintenance phase
dwsudUrenlineuaussionisin first-line lawn high dose corticosteroids, IVig, plasma

30 (I, D) 9@ rituximab

exchange wugilwld cyclophosphamide!
ﬂqiﬁaUauaﬁﬁiaﬂqﬁggﬂ‘Uﬁ
ASHBUAUDINDNITI AW TSN YLD I UanTlan il
1. ﬁgﬂ’wmmia%u (A1 INCAT score anad 1198 MRC score NI Watigunu baseline)

2. gheeInn3Asi (A1 INCAT score %138 MRC score Winifial Waliiguriu baseline)

nsderafiTeduny angsunmdianizmessuuUsEamAne
Asfisandsoftienuunmdianenssruulssaminelunsdidetolud
1. fflhediliasuinasiidads CIDP
2. tU7g CIDP variant %39 atypical CIDP
3. Q‘fhaﬁlﬁmauauaﬂﬁiamﬁﬂmﬁw first-line treatment lauA high-dose corticosteroids, IVig

%39 plasma exchange
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unna3
IsAs:uuUs:aandun1sranes:e:
Multifocal motor neuropathy

TsA multifocal motor neuropathy (MMN) ulsaidulszamiifianmgaingiduiuiiaund uas
FlAamsuIndurendulszamdanis (motor nerve) Wil dewaliine nssouusiuauuay/ wee
ety lilannns Jedulngindenniseeuusiiflonazuvndiulats nmsidadelsa MMN
finszuiunsitaduegntudeulnsandy 911 Aaln KansaViBsUuRNs wazkansalwiitade
Guuszanmuarnaniie venaniunnddesiumisaiifionnsadondeiu ﬁqﬁ?uﬁ;iﬂwﬁﬁmmimﬁa MMN
mslisunsdsafionulszamunng

n153tadelsA
naginIlade lsa MMN dnsuusseiuanudieievesnsidadelavendeveyausznauiu

3 d@u 1 clinical criteria, electrophysiological criteria ag supportive criteria”

WNELIIN15IUIRYADINIINI9AALN (clinical criteria)

'
= v =

Us2naunaY core criteria (¥ mammm'ﬂué’ﬂaa MMN %n318), supportive clinical criteria Wag

exclusion criteria AILAAILUAITIN 3.1

A15199 3.1 LNATINITINIRMILBINITNI9AATN (clinical criteria)”

Core criteria (A@93i94 2 Ua)
1. Slowly progressive %38 stepwise progressive, asymmetric limb weakness %39 fonseeuusanla
fuANURaUNRYBY motor nerve ag1atae 2 L& WuszaLnaIuINNI 1 hau*

2. 13§l sensory abnormalities A¥ALAL 8ALIW minor vibration sense abnormalities Tu lower limbs

Supportive clinical criteria

1. Predominant upper limb involvement'

2. WU hyporeflexia %30 areflexia Tuseedfifionns’
3. 1aidl cranial nerve involvement®

4. Cramps %39 fasciculations Tuseadfitennis

Exclusion criteria (lsinasfionnisasselui)

1. Upper motor neuron signs

2. Marked bulbar involvement

3. Sensory abnormalities fi¥au uenwilean minor vibration sense abnormalities 1u lower limbs
4. Diffuse symmetric weakness TuseninsdUawiusngfidennis

5. 9INNINAULLDTIULTINDUAUBIRDNITIN®IAY immunomodulatory treatment
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* fl9ggIa1uIuUNIN 6 Whou

o 91N1333un 01Tl n1sseuLINALT lower limb ldlnnulduszanas 10%

+ 9190533 slightly increased tendon reflexes 1¢ Tngaranuluwaudnafifionnissouuss
§ fienuimuamRiaUnd cranial nerve g7 12 16

L1NaU9IN1598928n15m523lWH TR (Electrophysiological criteria)

1190593 motor nerve conduction study ﬂ?iﬂi%é}:umﬂ’]ﬁmu proximal part Wiadum
conduction block Tudumisilafldsumiainnsnariuresdutszamildves Tnsuuginlvinansedu
anAnpuiutsineg uenmdeanmanseuliinniunisnsanesgiu il

« Median motor nerve conduction study miﬂisﬁulﬂmauﬁ axilla wag Erb’s point

+ Ulnar motor nerve conduction study M‘iﬂ‘ixﬁmﬁ'mﬁmﬁ above elbow, axilla tkaz Erb’s

point

« Radial motor nerve conduction study Miﬂizﬁmﬁ'mamﬁ above elbow, axilla e Erb’s

point

A1519% 3.2 Inauinsiladenisesialiiniiads (Electrophysiological criteria)”

Electrophysiological criteria for conduction block

1. Definite motor conduction blocka : (ﬁﬁa 2 49)

1.1 Negative proximal CMAP area anategnaiios 50% wilaiileuiiu negative distal CMAP area (lun15n339
median, ulnar Wag peroneal nerves)

1.2 Negative distal CMAP amplitude #iod >20% LLN wazilan >1mV Wag negative proximal CMAP
duration Wisdulsiiiu 30% ey negative distal CMAP duration
2. Probable motor conduction blocka : (Gidalataunile)

2.1 Negative proximal CMAP area anasagetios 30% Wiaifleusu negative distal CMAP area (lunnsmsia
median, ulnar k& peroneal nerves) uag negative proximal CMAP duration wistulaliiu 30% ilewieuty
negative distal CMAP duration

2.2 Negative proximal CMAP area anateg1atios 50% iieaifisufiu Negative distal CMAP area
(lun15m529 median, ulnar wag peroneal nerves) Wag negative proximal CMAP duration L‘ﬁluéﬁumnﬂﬂﬂ
30% wlofieuiu negative distal CMAP duration
3. Normal sensory study (SNAP amplitude a2 conduction velocities) Tus819A7ia motor conduc-

tion block

? conduction block Tugundsnlylssdumiaianisnanuvesdudssamlauae

ANga: CMAP; compound muscle action potential, LLN; lower limit of normal, mV; millivolts, SNAP;

sensory nerve action potential.
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Supportive criteria
inautatuayulutetl ladayannuanisdinsimnieiesU JuRn1siiudiuvsonsinnuen1mas

1ASUNISSNN AdLaRIlUR1SI9N 3

m1574f 3.3 Supportive criteria®

1. M339NU IgM anti-ganglioside GM1 antibodies

2. Increased CSF protein (sin38A1 <100 mg/dL)

3. MRI #5723V gadolinium enhancement taz/#50 hypertrophy 984 brachial plexuses
4. ernsivundlasumssnundag Vg

InaUIIN15IUIRL 150
LﬁaLLWWﬁﬁﬁauua clinical criteria, electrophysiological criteria kag supportive criteria ATUYI

¥ = o ;4 v} 1 a % ] dl S aa U U d‘
FAuUnu R]QU’]“UEJﬁ,qJJamﬂﬁ’]’Jﬂ,J’]Wf\]’ﬁEu’]izﬂUﬂ?’uJUWLGUEJQEJGUENﬂWi’JU‘R]QEJIiﬂ MMN fauandlunisnean 3.4

A19199 3.4 nain15Itadelsa Multifocal motor neuropathy’

Clinical core Electrophysiological Supportive Exclusion
criteria criteria criteria Criteria
Definite WUYY 2 U8 wulen 1 waz Uail 3 - Lainunnde
MMN TuduUsyameeatioy
1 1&u
Probable  wuvis 2 9o Wulen 2 waz To 3 - Lainunnde
MMN Tuldulseamesatioy
2 U
WUYY 2 U8 Wuten 2 waz To 3 ABINY Lainwunnde
Tudulszamessoy DYDY 2 U0
116U
Possible WUYY 2 U8 wuden 3 ey Lainwunnde
MMN criteria Vo7 4
Wuvie 2 Uo lagtei 1 wulen 1 vise ail 2 - lainunnde
nuANURAUNA S2UAU Wude?l 3
YUFUUTTEM 1 LU Tududszamesaton

1 L&y
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lsaniflennisaanendalsn MMN aunsailadeuenlsalagendedeyadnunen1andin Nansia

MU URNsuazN1IRaUaUDIsianIsinw taduandlunisnei 3.5

a15197t 3.5 MATedeuenlsa Multifocal motor neuropathy

ANSNSLANYF
Y9991NTODULSI

271N

Deep tendon

reflex

AsAulsA

#339NY CSF
protein
>100 me/dL

ATIINU
GM1 IgM
antibody

AIIINU

MRI brachial
plexus
NaUng

NIINOUAUDIND IVIg

ANSNBUAUDIND

corticosteroids

MMN

lalasnns

1aidl
UnAnsoanad
lungunanuile
71DDULTI
ARG RIVON
9819119 T2uE
nandud

Taiaswu

nulsusy

NaUNRALUU
lalauunns

v
=

21N15ATU

laimavauasrse
RIS RRRFITEER

ALS

lalanunns

RTHEEY

ARG RIVON
981311 9 28z
@ =
nadulnay

Taimrswu

nuleiay

Tainy

laimavaueag

Tainauauag

(2)

PMA

Lylanung
Laidl
anaslungy

v &
naNuLile
710U

LYAIDYY
AoLTag

Taimrswu

nulaiiey

Tainy

laimavaueag

Taimauausg

CIDP

ECURIOR]

LAUBINITUN

ANAIDYN
AUNNT

WEAIDE
polllos w3

a <
181015 0Ue
MY 9 Laznay
Jusnlel

wuldas

nulaiiay

NaUnG
LUUANNING

v

21N15ATU

e

a
B1NNIAVU

MADSAM

Talauunnsg

LWUBINITUN

anaslungy
n&wiled
DOULI
WEAIDES
oo wie
fonsidue
Y 9 haznNay
Fusnld

wuldtas

nuleiiay

NAUNGILUY
Talauunns

v

21N15ATU

e

al
B1NIAVU

ANY8: MMN; multifocal motor neuropathy, ALS; amyotrophic lateral sclerosis, PMA; progressive muscular

atrophy, CIDP; chronic inflammatory demyelinating polyradiculoneuropathy, MADSAM; multifocal acquired

demyelinating sensory and motor polyneuropathy, CSF; cerebrospinal fluid, MRI; magnetic resonance

imaging, IVIg; intravenous immunoglobulin.
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N3350
1. Intravenous immunoglobulin (1VIg)

Intravenous immunoglobulin (IVIg) L‘fJumi%JﬂmLﬁmﬁﬁwéjﬂgmgugmﬁﬁﬂﬁ muscle strength
370 Tauusaild wsmssnwndu 2 9 Ao induction waz maintenance

1.1 1514 IVIg Tuaing induction phase

YunTikuzi fe Vig v 2 g/kg widli 2-5 5u NN 4 §Uan fewilod 3 sUnsSnw (12 Uai)
wEaRanuNan1sSnwTludUasii 12 Tnefinnsanann muscle strength munaudt IVig responder (I, A)
wasRnnuennisegisreiondusses

mMsUszdiunanssnwiluduaid 12 Tunvdfansanaauznisnevauesie Vie waziuwinia
MsUFUEN Vg Anukuamamaguartaedsll (uugiifl 3.1)

—Iuﬂiiﬁﬁﬁﬂamﬂu IVIg responder 19n155n#1011L12919lU maintenance phase fald

~Tunsalfifneiionnisugas (muscle strength anas) dadEUaeLdu Vig non-responder liuwme
wyganslien Vig uaznumumsidadednass

1.2 N5 IVIg Tua79 maintenance phase

wugt IVigyun 1-2 g/kg wuslyt 2-5 Tu v 4-12 dUami TnganunsaUsuruIaLarAILE
30315l1% Vlg mun1smauaLes muscle strencth ioannadnafsanaznmzunsndeuiiinainnissne
A Vg Taen1sussliiunan1ssnyilugie maintenance phase Miussliunanissnwivn 12 dan
%39 3 1oy

Tunsdifionnsudamdssuansuianazanudvesnisiivignuzdliunmg uuiiinauiauay
audvesnslii Ve Lﬁ‘wummLLazmmﬁ'Lﬁuﬁﬂﬂwmuaummmi%’ﬂm

o A

v unndanansafiansanld IVig famfuenagiduiududu adjunctive therapy 1 Litean
N5 IVIG

1.3 maﬂma‘iummmé’mLﬁadaumwmﬁﬁw (muscle strength) 52%#319A155NEN

waagrelasumsinuimes Vig wusdiunndgyinnissnwfanuuasyssiiue1n15eouwss
Yo te (muscle strength) Iaeviinsuseliunn 3 wieu lagluSeulfigunani1sngaas19nIeg muscle
strength fae MRC Suunmunagundanile dauanslunuutssiiunismevaussanissnu (i 46)

- IVIg responder #1881 Q’ﬂ’mﬁﬁ motor strength WinAuW3aRTY (MRC scale Whihuvafi)
dealsutuneulddunsshwde Vig Taediliid motor strength wdadlu muscle groups Bu¢

- IVIg non-responder #1881 E;Iﬂwﬁﬁ motor strength ugas 8e19tias 2 mRC scale Tu 2 muscle

groups v3euNNT Waweuiuneulasunmssnwsie (Vig TagTuvaznuszdivgUqedadldsu n1sinw

a8 IVIg U 2 g/kg wuslvi 2-5 Ju 9 4 duai fiatllad 3 aUN1TINEN
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2. ms¥nndasenagiiduiuviindy o

nénguBsUszdndlumslionagiduiuiienssnulsn MMN Ideyasgrsiriauazinasidu
sUuuumsAnwilisinsauau (uncontrolled study) 33n1stdouiseanldidu 2 Ussian 1éud nsld
gnagiifuiudunien wagmsltenagiduiudusnadusudunssnmde Vig

2.1 Cyclophosphamide

1314 cyclophosphamide 1ugniien lun1s¥nwgUaelsn MMN wuin Tnan1s§nwdily
wiuow®? d@aunissnwilsn MMN ngld cyclophosphamide Wugiaiusiuiunissnwee IVig @mnse
anAuBTeINslie IVIglﬁmaﬁQ’ﬂwmmimﬁ ImaLawwﬂajurzliﬂfmﬁﬁﬂﬁmuauama Vig fausiusno12
(i, ©)

385l cyclophosphamide wiinsuuseyu wuztldvun 1.5-2 me/ke wazusuenluaug
0.5-3 mg/kg Ime@nnu CBC Twilaitwmany white blood cell count 3000-3500 cells/mm? (lll, B)

2.2 Rituximab

sl rituximab Wusides Tumsinugtaelsn MMN wudn rituximab @ansawiiy muscle
strength lalwdUae 229%" dunisinwilsn MMN Tagld rituximab Wugadusiuiunsshweiag Vig
anunsnanauiveansliion Vi Talaefiftheemsnsiiviedtu Tneawgnguitasiifinsnsuaussse
IVig Fauusn an, ¢

A3mslen rituximab wugaun 1000 me Iimaaeaidendi 2 aSwinaiu 2 dUa

2.3 Corticosteroids

3l corticosteroids lugiden lumssnwigtaelse MMN wuilailduselowd wazunanisin
finundnavibvigUhedionisugas”® Faliuushvly corticosteroids luns¥nwilsa MMN (I, ©)

2.4 Other Immunosuppressive agents

Sﬂﬂﬂgﬁﬁmﬁu%ﬁﬂgu 5| WU azathioprine, cyclosporin, interferon-beta, methotrexate,
eculizumab uag infliximab nuidilsifideyanisinwitifismelunissneilsn MVMN Fansdllfiduen

dusuusnuaz o dusasy vigh?

N1SAAAINNTTINEN
naalasun1sinwisieen IVig wusiiliunmndgviin1sinwfeniunisine laswieuliiey

HAN1IMTIIINNTY motor system frg MRC Fuunmungunatiie dawandlunisagemaiuasin

NIS+7 score
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1798191 UUUSZLIUNTTABUAUDIRDNITINN

u

Date of examination..........cccceceeeene. O Pre-treatment O Post treatment ......... weeks Date of the last IVIg.......ccccovvrnrenne
Current medication O other drugs .......ccccoevevrerernininnnns DOSE.evieeees
Muscle group mRC score Note Muscle group mRC score Note
Rt Lt Rt Lt
Shoulder O improved O stable Hip flexion O improved O stable
Abduction O worsening O worsening
Elbow flexion O improved O stable Hip extension O improved O stable
O worsening O worsening
Elbow O improved O stable Knee flexion O improved 0O stable
extension O worsening O worsening
Brachioradialis O improved O stable Knee extension O improved O stable
O worsening O worsening
Wrist flexion O improved O stable Ankle dorsiflexion O improved O stable
O worsening O worsening
Wrist O improved O stable Ankle O improved O stable
extension O worsening plantar flexion O worsening
Finger O improved O stable Ankle inversion O improved 0O stable
extension O worsening O worsening
Finger flexion O improved O stable Ankle eversion O improved O stable
O worsening O worsening
FDI O improved O stable Great toe O improved O stable
O worsening dorsiflexion O worsening
ADM O improved O stable Great toe plantar O improved O stable
O worsening flexion O worsening
APB O improved O stable
O worsening
FPL O improved O stable
O worsening
Deep tendon Rt Lt Sensory Rt Lt
reflex
Biceps Hand O Normal O Decreased O Normal
O Decreased
Triceps Feet O Normal O Decreased O Normal
O Decreased
Brachioradialis
Knee
Ankle
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Lmu{]ﬁﬁ 3.1 agduuInienssnwlsa Multifocal motor neuropathy (MMN)

HUaedinauainisitiadelsa MMN

v

Tn135nw1 induction phase A28 IVIg UUA 2 g/kg

WUslW 2-5 u nn 4 dUavi 91uau 3 50U (1, A)

v

Usgkliu muscle strength

l 7 3 oy l

IVIg responder IVIg non responder —

y

T%n135n¥1 maintenance phase ¢ IVig ¥11A 2 g/kg

wUslvi 2-5 u mn 4-12 dUanvi 99uau 3 50U (1, B)

!

Uszlu muscle strength
l NN 3 ey l
— IVIg responder DINTHEA

v

Tin1ssaw 2™ induction phase A8 IVIg 3R 2 g/kg

wudlvi 2-5 U 90 4 dUavi 91w 3 e

Uselilu muscle strength \
l 7 3 Aoy l
. e Vg uay
IVlg responder 9INLA  —>

YUNIUNITININY

v v

A1531998 MMN WasunsIitady
NN o
B Sy muave
NLEDNDUY

WIMERSN¥1919WA 50N rituximab
Uu adjunctive therapy lusewinamsia vig la
Tunnduneunissnw (Il, C)
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unn 4
[sAiduds:=aaninnnasnidondniau
Vasculitic neuropathy

Vasculitis {ungulsaiiinanmssniauvemasnden dsmaliinnisgafuomasnidonyiili
o¥yiiiudeddfummismennsuinden vasculitis annsautsoentdduvansviin Tusgiuun
wazafinvemasndaniisniau sauludseToasfiflonnissniau Fa vasculitis daulngasiinssnaulumany
%0y (systemic vasculitis) wiunsassfinuiiinnymssnauvemaondendiinssimnylus ooy
(non-systemic vasculitis) Wu n159ni@UTRIraonaananzludulszamaIutaty (non-systemic

vasculitic neuropathy; NSVN)

Vasculitic neuropathy anansanulalu systemic vasculitis wag non-systemic vasculitis® ?

&4 classification U84 vasculitic neuropathy lawanslilun1s199 4.1

151971 4.1 Classification of vasculitides associated with neuropathy

I. Primary systemic vasculitides

1. Predominantly small vessel vasculitis
a. Microscopic polyangiitis
b. Churg-Strauss syndrome
c. Wegener’s granulomatosis
d. Essential mixed cryoglobulinemia (non-HCV)
e. Henoch-Schoéenlein purpura

2. Predominantly medium vessel vasculitis
a. Polyarteritis nodosa (PAN)

3. Predominantly large vessel vasculitis

a. Giant cell arteritis

Il. Secondary systemic vasculitides #i8 153 vasculitic neuropathy $ufua1zlanazwils feseluil
1. Connective tissue diseases
a. Rheumatoid arthritis
b. Systemic lupus erythematosus
c. Sjogren’s syndrome
d. Systemic sclerosis
e. Dermatomyositis
f. Mixed connective tissue disease
2. Sarcoidosis
3. Behcet’s disease
4. Infection wu HBV, HCV, HIV, CMV, leprosy, Lyme disease, HTLV-|
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5. Drugs

6. Malignancy

7. Inflammatory bowel disease
8

. Hypocomplementemic urticarial vasculitis syndrome

lll. Non-systemic/localized vasculitis
1. Non-systemic vasculitic neuropathy 5284 non-diabetic radiculoplexus neuropathy tag
Wartenberg’s migrant sensory neuritis

2. Diabetic radiculoplexus neuropathy

3. Localized cutaneous/neuropathic vasculitis 1% cutaneous PAN

N353
;iﬂ’JEJ vasculitic neuropathy 11A1891013 subacute, progressive, painful, multiple
mononeuropathy %38 asymmetrical sensorimotor polyneuropathy Tuseiifionmsunuudedionnis
§uLLiﬂaﬁﬂm1§1}38@1ﬂﬁi symmetrical sensorimotor polyneuropathy 1 nM33tiagelsa vasculitic neuropathy
ABe1AENIIENUsE IR 1139939379018 N1IRTINNMWIIUHUAN55ITINIIMTID nerve conduction study
uaz/v30 nerve biopsy \lethelunidaduuenlsauazysziliumnuguiswedsn Weliiaeldsunis
Snwnfigneessioly
LNEUIN1TIUARY vasculitic neuropathy w83 Peripheral Nerve Society Guideline 20107 U35z 6iu
nsatadoidu definite, probable Wa¢ possible vasculitic neuropathy Faftuandlilunnsned 4.2
Inen3tiady systemic vasculitic neuropathy &:iﬂ’.laﬁlsé’faﬂﬁmﬂ’limmaﬁﬂﬁ%amam'ﬁm’a’ﬂﬁﬁﬂﬁmﬁa
systemic vasculitis $2192¢
LNaUIN1$It4E vasculitic neuropathy U84 Peripheral Nerve Society Guideline 2010 Usznausig
1. Nerve biopsy %38 muscle biopsy Wuanuwugn1awe S lanu vasculitis e lasunisitiads
systeric vasculitis 9nefoarau 9 vonmideandulsvamuazndmiile
2. nsneadtinilanu vasculitic neuropathy (typical clinical presentation) lgin
2.1 Sensory-motor %38 sensory deficit
2.2 flanwagliguunng (asymmetry) ¥3e multifocal (non-length-dependent)
2.3 flormsfivuaunituuu (lower limb-predominant)
2.4 flemsiidu distal JuusENNG proximal
2.5 fl91n15UIngaune
2.6 flomsvedsatidumnnii 1 ads
3. manseliiAfdedes wuzhldnsetraunsavlalugamuneiuiadug wasmnlidiideru

Tnenan1saalninidade s Walanudnwazues axonal, sensori-motor neuropathy %38 sensory

neuropathy
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a. linudnwaeiidudeduues vasculitic neuropathy (red flag) 3l
4.1 flawzonnsnduiiioseuusdaglinuainise (pure motor involvernent)
4.2 97 15aWIzdIU proximal Y0958749A
4.3 Usgdf n15AsI9519018 waznan1snsalninidaden nuanuAnunfod19duNIng
(symmetry)
6.4 nansnsrathludundmu CSF pleocytosis (laasnulun1ay NSUN us enanulgluniae
systemic vasculitic neuropathy)
4.5 nan1sn5ItNluduMdmy CSF protein >110 me/dL (lsimasnulun1ag NSUN us orawuls
Tunng systemic vasculitic neuropathy)
5. @m3U systemic vasculitic neuropathy FoslrnuRauninaosde folui
5.1 wuanuRaUnEissUfiRnseeelos 1 9o lawn
5.1.1 nsufiuauues ESR, CRP, B2-microglobulin %38 VEGF
5.1.2 AS2ANUANNNAUNGUDY SSA, SSB, RF, anti-Smith, anti-RNP, anti-Scl-70, anti-
centromere, anti-double-stranded DNA, anti-CCP, P-ANCA, C-ANCA #58 Mixed cryoglobulins
(>trace)
5.1.3 5¥9U complement level anaq

nuewn: AnuRaUnAtude 5.1 uitearanulalunidg non-systemic vasculitic neuropathy

5.2 wurwRaUnaselUdodnatien 1 4o dud
5.2.1 ﬁiiﬂﬁﬂizﬁiﬂﬁlﬁm vasculitis lewn connective tissue disease, sarcoidosis,
infections, active cancers %#3® mixed cryoglobulinemia
5.2.2 TN INNAFLN viaNan1Insan1eeslfuRn1ssiuanurnun@ves angiogram
Y030 T0vHU 9 Flaleiduysyam W szuuUsEamEILnans, SEUUMMGLALeIS, 7ala, In, fiu, Uen uaz
N
5.2.3 l¢sunsifasesndu vasculitis iotoreszuududililsdulsyam

M8L%9: Constitutional symptoms Assalutlanunsanulelu non-systemic vasculitic neuropathy L

19, dnidnas, sawnds, Uindissnaluiie vseUnts
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A19199 4.2 INadiNTItady Vasculitic neuropathy™

Nerve/muscle | Typical Electrodiagnostic |Red flag Evidence of
biopsy clinical study findings systemic
presentation vasculitis
Non-systemic Definite - - - -
vasculitic neuropathy
Non-systemic Probable Yo7 2.1 waz  |nlg Tainy -
vasculitic neuropathy 2.2
Non-systemic Possible, Yoit 2.12.6 | nle Tainy -
vasculitic neuropathy | no biopsy
Systemic vasculitis | Tgineusii@eaniu Non systemic vasculitic neuropathy Ny
neuropathy

N13A3IAIMWIBURUANT
M3 fiRmsiwuzilinsiaietilumsitedtluithefiasde vasculitic neuropathy
Loun
1. Msdensaafinuztilinsannee :
CBC, BUN, Creatinine, Electrolytes, LFT, FBS, HbA1C
ESR, CRP
HBsAg, anti HCV, anti-HIV
- Chest X-ray, UA

2. msdensaafiwuzildasadedideud :
- ANA, RF, P-ANCA, C-ANCA, SSA, SSB
- anti-ENA, anti-double-stranded DNA, anti-CCP
- complement (C3, C4, total), paraneoplastic Ab
- Cryoglobulins, hepatitis C RNA
- Serum protein immunofixation electrophoresis, porphyria screen, LDH
- Genetic study for PMP22 or transthyretin genes
- Chest CT scan, visceral angiography, body imaging for malignancy

- Lumbar puncture, salivary gland biopsy

ANS5NWN
AIIMLENENTDINITINYT vasculitic neuropathy Aa N13AIUANLIALIDAAAIILTULTIVDILIA
waranAURNIsIINGIlsAslussezdulazszeze lnen1ssnwuady 2 syar mssnwluszesisn

ums$nulussegfilsamiuidiednililsaasy (induction therapy) svegsiaulunisinyiiioaiuas

IilsmasuagamaLiiaq (maintenance therapy)
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Induction therapy
[ = o w A . I Aa 1 Yo
nssnwluszeziiniinud1Anuniiioan vasculitic neuropathy LUUlsATIEAINNTUSS T ASY
ANSSNYN LU NN EUNT 98191919V I ARAIURAUN AV LA UUTEEINLUUDNITHALT AUR NS
aumdeny 3ndeyansAnwineuntiiiugdilily corticosteroids SaiugnagiiAuiuvinduunnin

[y a

n5ld corticosteroids LtBriaiien® Tnsuuztilild corticosteroids Saufuenagiiduiusindy
Farelud 1eun corticosteroids saufu cyclophosphamide %38 corticosteroids 521U Rituximab
1. Corticosteroids
1.1 Prednisolone wwa 1 me/ke/day 1uszaznategedos 1 e wdrSuanvuinas

+ 19 y30913M150001Y intravenous

Tngliaslitosnin 15 me/day aeluszoziian 3 whauusn
Dexamethasone ki Prednisolone 19 Tnglduungiisuwingu (I, C)
1.2 Intravenous Methylprednisolone 11 1000 me Yuazass iuszozinan 3-5 Ju udiss
Usuanvunas® ™ (1, ©)
2. Cyclophosphamide™® > *?
wugt iy corticosteroids 21U cyclophosphamide Tuﬂﬂwﬁﬁawmﬁul,t,ia“"é’ =18 ()1, B)
Tneanusadenizliemuuuameetslaegimiaiomell
2.1 Intravenous cyclophosphamide 3119 15 mg/kg 9 2 dUav Ansariu 3 afa vidsnti
% intravenous cyclophosphamide 38 pulse oral cyclophosphamide 7N 3 FUani ;upnsnedi 6.3
UILgN1IY remission e ndrniuuuziils pulse cyclophosphamide siodn 3 iew (total

induction sgagaluliu 12 heu) wardsiansanlinissnelussey maintenance therapy salu™”

A19199 4.3 uansion13lsien cyclophosphamide

Time
(weeks) Pulse no. Route Dosage
0 1 Intravenous (I.V.) 15 mg/kg
2 2 LV 15 mg/kg
4 3 LV . 15 me/ke
7 4 V. #30 oral 15 mg/kg LV. %50 5 mg/kg U 3 u
10 5 V. %39 oral 15 mg/kg LV. %39 5 mg/kg U 3 u
13 6 V. %50 oral 15 mg/kg V. %38 5 mg/kg W 3 Tu
16 7 V. %39 oral 15 mg/kg LV. %39 5 mg/kg U 3 u
19 8 V. %50 oral 15 mg/keg V. %38 5 mg/kg W 3 Tu
22 9 V. %39 oral 15 mg/kg V. #50 5 me/kg Wi 3 Ju
25 10 V. %50 oral 15 mg/kg V. %38 5 mg/kg W 3 Tu
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2.2 Intravenous cyclophosphamide wu1a 0.5 ¢/m’ Body Surface Area (BSA) wag
Uiuruaisndu 1 ¢/m? BsA Taglvismn 1 1feu Aasefuduszezinat 6 a3s udsaniialivnn 3 eu

Ansianuan 6 Ase®

2.3 Intravenous cyclophosphamide wuwn 0.75 ¢/m’ BSA laglvigvn 1 o Ansioriu

Wuszezna 6 Ay

2.4 Oral cyclophosphamide ¥u1m 2 me/kg/day (YUIAgIEA 200 mg/day) Wuszezian

Ansonuluiu 9 Wwau® ?

3. Rituximab™ > '?

NATANBINUI rituximab HuszansnnlndiAesnu cyclophosphamide Tun1s3nw vasculitic

(14, 15, 17, 23-27

neuropathy Tpauugtlild corticosteroids saufu rituximab Tugthedasaluil 1, B)

o

» JUheniAaLEeIYeY gonadal toxicity 370 cyclophosphamide wu fUhefiogluleiasayiug

o

- JUsildannsanunatiufeves cyclophosphamide o '

. I;:\JT‘i'J’JEJ cryoglobulinemic vasculitis®® *”
. E:\Tﬂwﬁﬁ ANCA-positive 1391 active glomerulonephritis
TngvuInTILuznlALA

3.1 Rituximab 375 ¢/m? BSA daviavass Anrenulussezinan 4 dan %Y v

3.2 Rituximab 1,000 mg 91U 2 AT 919U 2 dUan® 2 2 22

Maintenance therapy

[y a

wugtleily corticosteroids Gum@ﬁwéwﬁ’umﬂmﬁﬁmmumﬁu 19 azathioprine, rituximab,
methotrexate %39 mycophenolate mofetil® (I, C)

1. Corticosteroids

#&alAsun155n1939 induction therapy A28 Prednisolone WA 1 me/kg/day 1Huszezian
9819ty 1 Wou wazanvuinadlagliasitesnit 15 me/day meluszeziign 3 Whauusnual’ ™

Tut29 maintenance therapy 19fae ¢ anau1a prednisone adide 10 mg/day winuaani
oAl low dose Prednisolone siaiiiavegnatoeduszaziian 6-18 weu' (I, B)

2. Azathioprine

wug iy low-dose prednisolone $aufiu azathioprine Tnsvunafiuugiildun azathioprine
2-3 mg/kg/day"”*” (I, B)

3. Methotrexate

wuglild low-dose prednisolone 31U methotrexate Insauafiuugiildun methotrexate
7.5-25 mg/week” > (I, C)

4. Rituximab

mingUlglasun1sinulu Induction phase 38 rituximab @1315a L7 rituximab Tun1sshwiwuy

%(6, 27, 37, 38

maintenance faifiaslmduszezinan 2 " quafinuzinlaun rituximab 500 mg %se 1000 mg

e
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NaviaaaEensl n 6 wau® "> (Il, B)
5. Mycophenolate mofetil
gl mycophenolate mofetil WugmnadentunsaiingUaeliaiusald azathioprine,

methotrexate, or rituximab® Tneuuadiuugiildun mycophenolate mofetil 2000 me/day™* (Il, B)

4 .
528219a11UN151% Maintenance therapy
gelufivayainnisfnuIdeleuiisussugatvesnsldeinagiduiuly maintenance
therapy anndeyanuinnsanuuineFiduiusiunsiingnsnsndugivetsn (relapse) Inevilunugii

IanruInves corticosteroids fauanvuInvaleINAiAuiuFaau’” > *

'
¥ % v A

VRIINNEA corticosteroids eAppantuInvesenNaniiduiudidy lnewugilvisseganila

g naiAuiuly maintenance therapy fiaillesisuneagneioy 18-24 wpiau®"

q

N1SNBUEHUBIRBNITINE >

wuzihliuszfiunsnevawssrensinwilaglinsfinaugernsvesiaedumean lddndudesi
nsnsalniATedes edwmamatesufiinnse encilunsalfiideusd vieasdomsnduilugvesse
TneanusaUszdiuldmunasiceseluil
1. Remission: lsAgsu
1.1 On drug remission: AUlElASU prednisolone vuIRtoENIWIBWINAU 10 me/day lag
Birmingham Vasculitis Activity Score (BVAS) (MARwINT 4.1) Yesniwdewhiu 1
Juszeznanunnnii 6 e
1.2 Drug-free remission: anmsunilpedlilasumssnenduszesnanuinnii 6 eu
2. Relapsing: 81n5vaslsAmEusnaYs wdeanlsaaeundn
2.1 Minor relapse: fionisugasdefionnisiiinlug Taefl BVAS luideuudas
2.2 Major relapse: BVAS isTusnnnimdewiiu 1
3. Refractory: Linauausanan1ssnymieninisudas ndsanlanissnwiuinsguliuas
4 §Ua

Treatment of disease relapse
lunsalienisnauiludvedlse (relapse) wuziililseidiu demeluil
1. Ysziunmsidadeiduingndeviely
M af 2 . . A8
. omsyliAvwduann active disease wsoLduann permanent damage
. mMssnwlasumuzaunIell

2
3
4. AMTUNINYOUIINAIIINY
5

. mamnvesdninseauliinn1sndugiveslsa Wi infection, malignancy
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(%
P

winUsedunad Whlanunmenisnaulugivesse (relapse) wugtiliusunssne aadl

« N58 minor relapse wugllfinvIAYEY prednisolone kazenaniiAuiuyngu®
IS . o ¥ < kg . . ' a £

« N58d major relapse HugzilAn153nwI978 induction therapy Tul Ingaraiarsanly pulse

methylprednisolone $IufU rituximab %38 cyclophosphamide

dnsuthefiaglasunissnwiiig cyclophosphamide tinmgnisnduilugivedlsa wuzil

wWasue Iy rituximab T re-induction therapy® ?

dmsudUaefiaglasunisShuieae rituximab wneu deaswuzinlild rituximab %3e
cyclophosphamide Tu re-induction therapy® #-2" 1%

dusuthenlineuausasenisinu (Refractory to re-induction therapy) wugtinliUaeuean

cyclophosphamide Ju rituximab %5091A rituximab 1Ju cyclophosphamide® ®
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AMANUIN UNA 4

AARWING 4.1 Birmingham Vasculitis Activity Score

Birmingham Vasculitis Activity Score (version 3)
Date of birth:

Patient ID:

Assessor:

Total score:

Date of assessment

Tick an item only if aftributable to active vasculitis. If
there are no abnormalities in a section, please tick

‘None' for that organ-system.

If all abnormalities are due to persistent disease (active
vasculitis which is not new/worse in the prior 4 weeks), tick the
PERSISTENT box at the bottom right corner

Is this the patient's first assessment?

Yes O

No O

None Active None Active disease
disease

1. General o 6. Cardiovascular 8]
Myalgia o] Loss of pulses o
Arthralgia / arthritis o Valvular heart disease o}
Fever 238° C O Pericarditis O
Weight loss 22 kg o Ischaemic cardiac pain O
2. Cutaneous O Cardiomyopathy O
Infarct O Congestive cardiac failure o
Purpura o 7. Abdominal o
Ulcer o Peritonitis o
Gangrene O Bloody diarrhoea O
Other skin vasculitis &) Ischaemic abdominal pain O
3. Mucous membranes / o 8. Renal o

eyes
Mouth ulcers o Hypertension O
Genital ulcers O Proteinuria >1+ o
Adnexal inflammation O Haematuria 210 RBCs/hpf O
Significant proplosis O Serum crealinine 125-249 pmol/L* o}
Scleritis / Episcleritis O Serum creatinine 250-499 pmol/L* O
Conjunctivitis / Blepharitis / Keratitis O Serum creatinine 2500 pmol/L* O
Blurred vision O Rise in serum creatinine >30% or fall in o
Sudden visual loss o] creatinine clearance >25%
Uveitis 9] *Can only be scored on the first assessment
Retinal changes (vasculitis f 9. Nervous system @]

thrombosis / exudate / O Headache O

haemorrhage) Meningitis O
4.ENT o Organic confusion o
Bloody nasal discharge / crusts / O Seizures (not hypertensive) o}

ulcers / granulomata Cerebrovascular accident o}
Paranasal sinus involvement 8] Spinal cord lesion 8]
Subglottic stenosis O Cranial nerve palsy O
Conductive hearing loss o Sensory peripheral neuropathy o
Sensorineural hearing loss o Mononeuritis multiplex o}
5. Chest O
Wheeze O 10. Other o]
Nodules or cavities o a. o
Pleural effusion / pleurisy O b. o
Infiltrate O c. O
Endobronchial involvement o d. O
Massive haemoptysis / alveolar o PERSISTENT DISEASE ONLY:

haemaorrhage o (Tick here if all the abnormalities are due D

Respiratory failure

to persistent disease)
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Neuromuscular junction disorders

Tsafifwensanmainsossasewiradulssamuazndnanile (Neuromuscular junction; NMJ)
ﬁiﬁﬂ%ﬁﬂﬁﬁ]%ﬂﬁﬂﬁﬂuﬁﬁ@@: 2 1sa Ao 15A Myasthenia gravis (MG) Way Lambert-Eaton Myasthenic
Syndrome (LEMS)

Tsa MG hilsafiAnangiifufuhaediuasieuszam (Acetylcholine receptor) fiustans NV

g Uieiineniseeunswwainaiile lngeinisansanulalunduiient nauilouyuyy nsyn

19 Fadandulsannu

wag/v3ensmela laglsa MG HaUfnisaluseann 0.5-5.3 sisseyns 100,000 A
loveeseiiundsluntUs widesnlsaliaunsavirbiifianassezensegiae Tidesdugunndin
dl ¥ a QQ.II 1 Y1 v (4) = |

Manad natnafgsrezduLazen191neT NMsueulsmeua Aldanglunssnum® anns@nw wudt 20%
vawthelsn MG Wunguitlineuauesionsinw (refractory MG) Bathenguil inasifinnzgeunsiing
(Myasthenic crisis) wazianudndudeslasunissnululsmeiuia® Inenssnwideddd Plasma exchange

= = & o a a av o A aa = o o

w381 IVIg Falisnange uenantu {uieiegluniizingdddilenadedingaunn feugdindagdu
) A aa a A (6-7) 2w A o & o w A & a wa
gnsINsideTInzanasnlueinawvde 4% windadarudntulasaud Ay iunmdnyui s
AITITANNIOINIRLE Snw UsediugUae uavdwiedthe MG legnslivsedninmuasasnde

[y

Tsa LEMS (Julsainueliesmnnluny§ iR Wulsagliduiuadedulsn MG ssfunigfiduiu
9z¥Na18 voltage-gated calcium channels (VGCC) M1uStad NMJ

\ea91nlsa MG uwag LEMS anansanulalunaufin dmsidadeuasnisauainuiidimizuas
o & = A = o a N Aa Yy oA o & o ¢ a wa o =
gaulsananaunm@ingUle iuddllenaianisdedinle Jaanudnduiunmdnsldiamnluais
Aus anudnla lunsguagtheltesiu Shwsellleduseillsaasunanung1unaivisngay waganunse
deiada¥ermaluaniungiuianiianunieu iwenisquasgradiguninuarldninensguaineie

AIULNRUEHEUN

n1salaRelsa
anwazdAgyvodlsaiinusmiunilulin MG wag LEMS 9 n1509ULs3iin1sheaiuazfivuniu

N5 (fatiguability) ¥esnanuiiloany FedunusiuANNUANIBITRINITUINTELEUTEE AL NMJ
lunsifiadeodednuaeneeddnidanudinzeagn13nsIImavisslfiing iedudunis

Madeuardanguieyisnensain1saiulsalagNsnaUALaBaNIIINY
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ANWIZNIARLN
Myasthenia Gravis (MG)®

9 MsTAuTnTes MG Ao 81nseeuusindamunisidrurasitundsanin Tngaradana
auasuulasvesnisseuussliviiuluusas fu el dulussasdludluuiendtu Sufnaznseny
fundrunidoiamizngy laglaiflensfnunfvesnisiuauddnias Deep tendon reflexes wtnguuaslsn
audnwaenainlgsl
e Ocular MG

finnsseuussmwitis iliAnensuazensuans e il seaiunwdou dlensiagianie
wnUdnvarIeINITouLsIaInd mndiofinausunsvdum Bum naonem luftasngy ocular MG
onaflonnsiasuntaniy generalized MG dafriAntunielu 2 Yusn
» Generalized MG

flonsseunsiuinanduiefiuenmionnndmilonsude wu nduielunth ndanile
U ndnaiiene ﬂé’mﬁamuaumﬁm MsWRe Nsnay waznismela liAne N seauuswes
Ny fun Aemn Beaddsy WeauaznduduIn uazonanunzmeladuwanld Tasennis
fnduannsdeunstendiemnou (Usvanadesay 85) uavnszagludindiosus

N1T9AUIZONUDY Myasthenia gravis £497193AWUINIY antibody ﬁmswwﬂﬁmmmﬁ’mﬁ 51
wagfinsitadouenlsadamsned 5.2

A1919% 5.1 N15InUTEANTBY Myasthenia gravis (MG) © 17

Subgroup Auto-antibodies Age at Onset Thymus abnormalities

Early-onset MG AchR* < 50 years Hyperplasia

Late-onset MG AchR* > 50 years Atrophy

Thymoma MG AchR* Any Thymoma

MuSK™ MG MuSK" Any Normal

LPRA* MG LPRA+ Any Normal

Seronegative MG None Any Variable

Ocular MG Variable Any Variable

*: Acetylcholine Receptor, T Muscle-specific tyrosine kinase, ¥ Llow density lipoprotein receptor related protein 4.

Lambert-Eaton Myasthenic Syndrome (LEMS

)(11)

flo1n1sasneiu MG usinugURnisaiiesndtann Inglugthe LEMS fidmiusiu small cell lung cancer

LY

(paraneoplastic LEMS) sinnuluganeuaziiongiaienizuiionnts 60 U wilunquitliduiusiuusiSainny

v
o w v a

lugnilaengieglaeildnuaennpdiniid1Aymall

]

o Subacute onset
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. msgeuLseIndiioans wumsa’ammné’mLﬁaéfumléﬁ'ﬁaaﬁqm%qwué‘?«miwzu,iﬂ
vadlsald 80% vildiAnernsiiudiuin vsnaduinuldsesawnldun ndudoduuoy
ndaidle AauAunITNA MaAen mandu ndundeseunism ndundeuansuruuansn
Tnesflinunisgouuswesnaunilesounismiduenind

- ArwfiaUnAvesszuulsramdnlulii wuld 80-90% wueuAaundldiieunnudnesyun
sympathetic k¥ parasympathetic 1 UINWAT 19350 witeldoan ANURAUNAVBIFHIUAN

erectile dysfunction wag orthostatic hypotension

« Deep tendon reflexes anas nulalugtheinaunmelaganizlugdiue

. anwaznseouusaudsuwlanlutaey (luctuation) ldwudaminlu MG

. mmiéammuwiﬂizmEf[,ugiJLLUU caudal-to-cranial direction (A599701AU MG)

Tunsaifdu paraneoplastic LEMS finfiennismsnanuiilensulasunisitiads small cell lung

|
oAl

cancer Laza1nsnarsilossuusainugaasaninlunguilull small lung cancer

9

nsuenlsn MG wag LEMS 9809 niuiliiinieiaunugin 5.1

M15199 5.2 MInaRewenlsa’?

Differential diagnoses

Clues

Ocular MG

Thyroid eye disease*

No ptosis, lid retraction, lid lag, proptosis, eye muscle

hypertrophy on imaging, positive thyroid antibodies

Congenital myasthenic syndromes

Childhood onset, seronegative, family history

Mitochondrial/chronic progressive

external ophthalmoplegia

Symmetry, lack of diplopia, family history

Myotonic dystrophy

Characteristic facial appearance, distal and proximal
muscle weakness, myotonia, cataracts, diabetes, cardiac
conduction defects, characteristic electrodiagnostic
findings (EDx)

Oculopharyngeal muscular dystrophy

Ptosis and bulbar palsy, less prominent ophthalmoplegia

and later in course of disease

Multiple cranial neuropathies

Typical distributions, pupil/sensory involvement, pain

Brainstem syndromes

Often impaired conscious state, sudden onset, pupillary

changes, long tract signs

Generalized MG

Lambert-Eaton myasthenic

syndrome

Less ocular involvement, proximal limb weakness,
autonomic involvement, hypo-/areflexia, positive VGCC

antibodies
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A15199 5.2 MsIRanewenlsa? (se)

Differential diagnoses Clues
Botulism Pupil involvement, subacute onset, monophasic
Motor neuron disease No ocular involvement, hyperreflexia, muscle atrophy,

no fluctuation, mildly raised CK, characteristic EDx

findings

Inflammatory myopathies Raised CK, occasional muscle pain, no fluctuation,

positive autoantibodies, characteristic EDx findings

Guillain-Barre syndrome Subacute, areflexia, sensory involvement, raised CSF

protein, characteristic EDx findings

Functional or non-organic weakness Inconsistencies on examination, negative antibodies,

normal EDx

*Thyroid eye disease can co-occur with MG

N13A3IAIMWIBIUUANT

Sﬂﬁﬂﬂﬁiﬁﬁﬁmﬁlmlﬁm Anuh ﬂ??ﬂﬁ?LWW%LLﬁ@ﬂU@W?Nﬁ 53
MG
Serum antibody assay

o w

- Acetylcholine receptor antibody (AChR Ab) lfidunisasianiagdduiudiduusn

{Hosnwuyesiige

« Muscle-specific tyrosine kinase antibody (MuSK Ab) l#8unsnsiadisudnumnuansaa

AChR Ab Lluau

msnsalninddasedusyamuaznduiile (Electrodiagnostic study; EDx)
+ Repetitive nerve stimulation test (RNS)

o gy low frequency RNS (2-5 Hz) wuauiaun@ Aowu CMAP amplitudes anaduinnid
Yovaz 10 (Flewfisu CMAP amplitude #a7i 1 fushii 4)

o ®nNATA low frequency RNS (2-5 Hz) uailinumnuiaun@nienansialidnian aisvi
N19M399 post exercise exhaustion 1aum3529 low frequency RNS (2-5 Hz) i baseline
LLﬁaiﬁﬁﬂaaaaﬂLLiaLﬁaJﬁL?jJunm 60 U7 Warn3I3 low frequency RNS $0,1,2,3, 4 5ufl
ANAIRY

« Single-fiber electromyography (SFEMG)

o Hagtiufewvilngld concentric needle electrode myalunduiiiofiomssouuss Tngsmsre
WufiRaUn@Ae increased jitter %3e blocking pattern fiaahgaus lidume 91y
muRaUndlalulsadussamvionduiiedus fae duiunisulanassdosussnauii

Snuaznedtninlemewaue
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Acetylcholinesterase inhibitor trial (Tensilon test)

lneda edrophonium %38 neostigmine N13ttaaALaRAAT LABUTEIduNITIOUAUDIVDINIT
! Aok | Y v a N a adu yy 1 A N A N Y]
FOULIINATY WU nilinan amdeu W@euvdeu lngainisiaundninliuleiefigafenianian
renanutilemeounss neltenlurunnmeluil

- Neostigmine Tvua 1.5 mg nsnasiile TasufgauwazUseiliunainal 15-30 uil

- Edrophonium 1119 1-2 mg naviaeadens Wngliliiunsias 3 mg lenn 1-2 uii winds
lalwiunsmevauess Ingldvuasiuyiaualidiiy 10 mg

P = A v o v = Y] v v v O A o v =

Hat1ALIAaeE15ETRoUInTIuLse YiTe Wlawudn AsluvueNiINIInTIIResnsey

Atropine 0.6 mg Lidwmsu@aliUqelaviud luaarunnlinousialdanisnevaussienisiuen

pyridostigmine 30-60 mg unula wansiananuUasuwlasaginlaeindu vlikaugetetosas

Ice pack test
I a 1y aa [ A [ 1 Y =2
Junsamandwaivayumsidedy MG lasamgnsalinimeeinisnianuagliaiunsaidni
AIATIUNUFLIULS lPe U nuna UL oo UwsITUM TNt anInn Aeliuu 2 i Usediu
AULANANSUBIDINTODULSINBULAE NAWN test Avdiolanaduuinilenunisninnanas (palpebral

fissure WWAlANI9TU 2 Dadwunsvuly)

CT chest
= a a a ! o = ! A Y 7 o 2 o 7
eUssiliupnuiinunivesdeslniia FululsasiunmulaveslugUis MG wusilivilugdae
NTeNdudunTItady MG
Thyroid function test
LUz ling199ns18 WesnnsviuvesgesluulnsesdraUnAaunsanusiuiu MG wagvinly

flsandaale

N13ATRNNRNNIRIUJURNTDULNEUEIEULSA autoimmune BUqTIWUSIUAY MG
Tag5gUne MG flenanulsasiamis autoimmune Busm¥esas 15 Wy autoimmune thyroid

disease, SLE, rheumatoid, pernicious anemia, sarcoidosis, Sjogren’s disease, polymyositis, ulcerative

(10, 11, 13-15)

colitis, pemphigus tJufy wugdhlRansauesiadiiufiumnidevatnieeadin
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151971 5.3 Test sensitivity and specificity for MG® "'

Tests Details
Neostigmine test (Ocular) Sensitivity 83%, Specificity 97%
Ice pack test (Ocular) Sensitivity 77-92 %, Specificity 79-98%
RNS Sensitivity 75% of generalized MG, <50% of ocular MG
SFEMG Sensitivity 95-99%, specificity <70%
AChR Ab Sensitivity 85% of generalized MG, 50% of ocular MG
Anti-MuSK Sensitivity 30-60% of Seronegative MG

LEMs(ll)
Serum voltage-gated calcium channel (VGCC) antibodies assay

Presynaptic P/Q type VGCC antibody Wasanvilugaiunenuiaiingau iwetisgudunsitady
sailipsniinubiauslilanunsaldlumsuen sewing autoimmune wag paraneoplastic b wailutagiu

Faldanunsodmsialatulszmelne

msasaalnii3tadudulszamuaznduile (Electrodiagnostic study; EDx)
+ Repetitive nerve stimulation test (RNS)
o Low-frequency RNS (2-5 Hz) wu CMAP amplitude FNIUNAT baseline uagz Wu CMAP
amplitudes anasuinnin¥osas 10 (ilewfieu CMAP amplitude §aii 1 AUl 4) wazmasvh
N1357M379 high-frequency RNS (20-50 Hz) %39 post-exercise facilitation #i®
o High-frequency RNS (20-50 Hz) WUMSLLTUYEs CMAP amplitude pgstipgSovaz 60
o Post-exercise facilitation (1533 low-frequency RNS (2-5 Hz) viufindaainlvgUigesnus

Wl 10 3undl) wunsiiudures CMAP amplitude agetioaiasag 60

CT chest
g biinlugUag LEMS ynsiewitensian small cell lung cancer Asianusadiu LEMS

11, 17, 18)

157471 5.4 Test sensitivity for LEMS'

Tests Detail
VGCC Ab Sensitivity 85%
RNS Sensitivity 100%
SFEMG Sensitivity 100%
CT chest Sensitivity 50-60%
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LLNuQﬁﬁ 5.1 N9I19d8l5A Myasthenia gravis kag Lambert-Eaton Myasthenic syndrome

Fatigable skeletal muscle weakness

¢ Y

Asymmetric ptosis and/or Proximal limb weakness predomi-
diplopia, bulbar involvement, nance, autonomic dysfunction, or
limb weakness, respiratory weakness reduced tendon reflexes
Suspected MG Suspected LEMS

v

Ice pack test*

'

- EDx positive for MG
- Anti-AChR Ab or Anti-MuSK No No - EDx positive for LEMS
Ab' Positive - Anti-VGCC Ab' positive

- AChE inh trial" positive

Yes Yes

L MG diagnosis <Yi SFEMG: increased jitters/ ﬁ, LEMS diagnosis <«—

l blocking l

CT chest l CT chest
No

NMJ disorders excluded

nuGLe : ¥ N8 NTENY significant ptosis

" ynee kg lvnansanvinlunsainaniunenuialnnunsou
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N15UsEIRuAN UL

Tnsusziunmeadinanunmduazyseidiunansevusienisanidudinusz Ty vseaun 1wl
ngUaeduddy tnenisussdunesguitenldduunsvaeiign Ao MGFA clinical classification

WLNEAUNNSIAUTLANNDLADNNITTNBILALV N UIBNEINTAILSA (151971 5.5)

m’s’m‘ﬁ 5.5 MGFA Clinical Classification

Class | Any ocular muscle weakness
May have weakness of eye closure

All other muscle strength is normal

Class |l Mild weakness affecting other than ocular muscles

May also have ocular muscle weakness of any variety

lla Predominantly affecting limb or axial muscles or both

May also have lesser involvement of oropharyngeal muscles

Ile} Predominantly affecting oropharyngeal or respiratory muscles or both

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

Class Il Moderate weakness affecting other than ocular muscles

May also have ocular muscle weakness of any severity

Illa Predominantly affecting limb or axial muscles or both

May also have lesser involvement of oropharyngeal muscles

b Predominantly affecting oropharyngeal or respiratory muscles or both

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

Class IV Severe weakness affecting other than ocular muscles

May also have ocular muscle weakness of any severity

IVa Predominantly affecting limb or axial muscles or both

May also have lesser involvement of oropharyngeal muscles

Vb Predominantly affecting oropharyngeal or respiratory muscles or both

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

Class V Defined by intubation, with or without mechanical ventilation, except when
employed during routine postoperative management; the use of a feeding tube

without intubation places the patient in class IVb
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n133nwgUaelsa Myasthenia gravis (MG)
Wwmanglunsnviiielilsaasuas (remission) lnggiheliiiionnisveslsa visede1n1sseuus
vasnduileifisadniosainnisnsinsimelaenliiluteddasenisldnu wasamnsovgaldenlunis

2.2 (195199 5.5

$nwnldl uslunsaindadndudeddenannsoldoluruamianuarlsifnatrafsdiguusd
uazuHUNTIT 5.2)
» Ocular MG
. wunhBudusnwde pyridostiemine Bududievun 30-60 me Juar 3-4 afe mnsu
o1aUsuiinlFauferungean 120 mg nn 6 42l Tnefinatrafesinule wu aduld Uanvies
fhewan taneuntu Wudu
- lunsdiinsdnuliilulumadmnendsnissnwdae pyridostigmine 4-6 &Uawi fin1sa.
fins$neneie prednisolone Tuawiadisan wu Suduvunn 10 me/day Tunsdiigdlals
Wmnglumssnwliuiusunm prednisolone ifingstuafiay 5-10 mg/day fihedanilug)
fnmeuauedsie prednisolone Tpewadsfivuin 15 me/day® (sl Uresuuseniu
prednisolone Suagats uuuTuutunionniu) uusilifnnunsreuaussetistion 2 S
AounsUSULIAEN prednisolone sty warinnsananuunnen prednisolone asth o lunsdl
Anssnudulunudivane (1,B) fegan1sanen prednisolone #am13197 5.6
- TudUaeiin wuzihawinen Pyridostigmine B3y 1.0 me/ke N 4-6 Flug vwneiiliiseien
A 7 mg/kg/day® #
» Generalized MG
« wuzihlisnwme pyridostigmine 31U prednisolone wu1ngeUsEaay 0.75-1 mg/ke/day
atheile 2-4 a1t lnsensitednageeyy Aundanldsumssne 1-2 §avi wazfiansan
anuunen prednisolone asthe Tunsdifinissnwlulumantune (,8)
+ Tugfleiin vunen Prednisolone 7EEuSU 1-2 un./nn./u vunengegelsitiu 60-80 un./$u
9199zsNILIRE WA DLarUSURNTun ndUM LT s Tiuusivdefinisnauaussde

N335 Aewe Usurueeanad Inge1aiiansantienuuiuiuiu visuuulnemniu®

A1319% 5.6 FeE9n13anen prednisolone wuulasueniuiuiu uazwuulasueniu

wuulenduiudu wuulvigmniu

(Alternate day regimen) (Daily regimen)

IAEUHY Prednisolone 60-80 mg/day Prednisolone 60-80 mg/day
NSAATUINGT |- AATWINANATIAY 10 mg NN 2 a1 lagan |- anvuInasnsiay 10 mg n 2 dUnv

WUUILITUIU UUAOUWIA 60 me TUIUIL | Aumdevua 30 un./u

- ARVUINRIATIAE 5 mg NN 2-4 dUa v

WEDUUIN 20 Mg TUIUTY
anvuInatAsay 2.5 me N 2-4 dUan
qumdorarfigaianinsolvinanisine
At miang

anvuIAaIASIaz 5 mg Min 2-4 dai
UWEDUUIN 20 Mg

anvuInaAsEy 2.5 me NN 2-4 dUann
qumdorarfigaianinsolvinanisine
sudvng
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o lunsdiiifinanisnsraueufivefise Muscle-specific tyrosine kinase (MuSK-Ab) 1fuuan
fseuininlinevausinen1sinwinag pyridostigmine wistinnatgAdladty Feaas
524 TE 19NN NYIA1e pyridostigmine 114@’1]’3&1%1'%5 (I,C)

o lunis¥nudesn prednisolone IuIAgeEdTIBNUToIRasi e svedlsn MG
suusstulutisusnueamsinw Tnevmeenafionissusssauiaendmienismela
gouustinanznismeladumarnudedddindemtemela lnedniAnnely 1-2 dUand
wddlfenunags dnudibufodisuusiuasfomuiiheesdlndtn luansdenafiansan
1930 prednisolone Tuwnafilsigannudinee Usurunadinau dietlesiusinisvedsa MG
SULTITU uifthsafimsmeuauaswiensinudngihedlldsunisinudie prednisolone
vung (Il,B)

- Tunsdifinssnulddulumudmanendnssnwsie pyridostismine $3uffu prednisolone
awﬁmmﬂ%ﬂm@gﬁ%ﬁm%ui’m Ineuuziily azathioprine® (I, A) %38 cyclosporin®”*®
(I, B)

« Tugftheuneseenaeglineuaussenssnunuumnasgiutnesiy Ssludagduiideyansinu
mﬂ%mﬂWQﬁUﬂ 11 methotrexate”*” (II,B), mycophenolate mofetil®" (II,C), cyclophos-
phamide®” (I1,C) %i3e rituximab® (I1,B) egnslshmudeyanisfnuuszdnsnmvetefnan

v al 1
Fadilaiynn

N153n1¥1 Myasthenic crisis %38 impending myasthenic crisis

)(34)

Tn135nw1978 intravenous immunoglobulin (IVIG)®*” %38 plasma exchange™ Tagn1sinw

] = a a v a o a A v v . . . = 1%
4 2 wuu fusgdnsamilndifeaiu anunsafinnsudentdlanegderiiu (contraindication) #3eAunsax

%9 dnsunissnunuuzinlulsemelnedenldnissnwiee VIG Wun1ssnwiusn

YosanUNeUIAIumEN
Tunsallifidievna mseit 5.9 Tneuumaihiumslimsliouazaiionsidregsammmamadaydeman
WA

.« M33NWIY IVIG mm@mmgmﬁi‘%’ Ao 2 g/kg/course TnauUdlit 4-5 Tu uitayaannnsany
ﬁﬁ@mmwﬁimwwé’qwujw VIg Tuaunm 1-1.2 ¢/kg udnusziliunanissne mnlulanaddiisednau asu
2 g/kg fuszavsamlisnemnnsli IVIG Turuauiasgiu® (1,8)

« M3¥NwIY plasma exchange lngldlaayiliuvsonaiaunauny USnnsadeaz 40-50 mUke
S 57 A Fudutu wugtheflennsitu (,8)

- Inshwuulseduseaesdug wunsiiaieshemelalunsdifingmeladumainin
amzndundonismelageuusazuuss msliemnsuazemeaneeslunsdiifinnzsouusweand il
M3nAUTULSY vion3TeafunisiAin thrombosis 91nmsiigaelsianansandeulmls (immobilization)
Tunsdiffindradeururigouussmuuguuss Tnsuuzirlismnhnisussifiuwas fnufuanisndn

(multidisciplinary team) Wu unndszuumadumela wnndngeansiuy dnnieamdidn uag

gnlagunnis (1,B)
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nsHdnsiaulnda (thymectomy) Tugiae MG

. dsSnwidasunmdhlanaznsisenifievinnisiadaseslnsialugvas MG nnedfonnis
9IMTUART WaE/ T30 HaNIRTIIANSIEINEwasTeUen dweiilatenvostelniTa (thymoma) (I,A)

. msiansandinunfasungilawasssenidievinsindaseuliia lugaey MG filaidi
ilasonvessoulnsfa (non-thymomatous MG) fildnvamenatinasu 3 Jossi™ (1,A)

1. ftheilonglurig 18-50 U

2. U9INSLARILUU generalized MG

3. finansnTIaueURUBRAe Acetylcholine receptor (AChR-Ab) 1uuIn

Taianzeghsdsmsiansanidindeslnialufiisngusanandlinevaussienisinuse
g1 pyridostigmine #1nAQTANY (immunotherapy) ¥3alinNatIGAEIYTATULIRINNTSNYIAILET
fana?

asmlsﬁmmmﬁméfwiamlmﬁaiu@ﬂwﬂa;uﬁ Funisundauuuseld (elective surgery) fatfuans
Tmssnwsealiitheionnsasineu Welvthelimnuvaenfogeaalunsdifienaiinnnzunsndou
sonsmgla

. saiiesandinnfasunmdiilanaznsaseniornisidaseninda Tunsdesieluil

o ffthe MG lsifiiiesenveseslnifa (non-thymomatous MG) flan1suanduuy generalized
myasthenia gravis Wagilnan1snsIaLeufvefne Acetylcholine receptor (AChR-Ab) tluau
Iuﬂiiﬁﬁé’ﬂ’;sJ”LaJmaUﬁuawiams%’ﬂmﬁ’wm pyridostigmine eNANHNAKTU (immunotherapy)
WIOAANATIABITEATULIRIINNTSN¥IAIsEIdana ™ (IIL,C)

o {7 MG aifiifosenvassienlngta (non-thymomatous MG) flernswanauuu ocular MG
uaziinanisnsIaueuRueine Acetylcholine receptor (AChR-Ab) 1Wuuan Tunsdifigiie
Lineuauaswiansinwinieyl pyridostigmine 81nAniANiY (immunotherapy) w3aLin
HataAssriinTuusRINNsSnwImgenfnan? (Il,D)

UagUudalifiteyafinwivlin randomized control trial WisuWEUUEANEANUBINTTHIAR
poulniTasyinnIdamALlaf1e Wy nsidareulndaniunisen (transthoracic thymectomy)
eI dasoulndar unsnIsdeIndewsensiiviueuitIendn (endoscopic or robotic assisted
thymectomy) willdayaannisfnuuandliiuinnisindnlnemaiiasieg Hgusvansamlaiunnsnadiu

AItUDIINTUNALANITUIRNAINANT UV AR LN NS ST lalaz NTI9eN AUNToNTOIEnU

NYIUIANYVIINITEHFR LLazﬂﬂiﬁﬂﬁuiﬁ]iamﬁ’Uﬂﬂaa (1,0)
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8¢-1¢ 1 d Il BEBINILAMYALIELYLANLN | BEUY 7 RBFLKIBNT Aep/8%/6W 9-G unodsoyA)
Kep/ay/6W ¢-g nuire,
8l2pBNIBALERE ULBNE p-Z Ul
9¢ xS L W SUI 0G RELLUMEMIBLILANEN BEWYALILL W 0§ suudolyyezy
sa1delay} aul-puodag
Aep/o
/SW T-GL°0 BLARMENE ME /-G Uk
Aep/sui 0T ZBDLUILRLIEMINEMLALT
eulLRUInANELN | Aep/SW 0T LWBLARM]A]MEILLU -
PLLPLLINE NANTILAA]LIUELEMELERY] UL §-Z REIDLAE Aep
bZ ‘12-0C «S L g _ MEBELRULIRNAELN LBEY | /8/BW -G/ 0 bBULIRMIA]EIELY - auO)osIUPaId
12-02 WS L v _ MeeL 8-¢ Ulk Sw 0Z1-09 MEER 8-9 Ul S 09-0¢ - BUILIERSOPUAd
saideayy aun-3siiq
" (SS0Op 2duUeUIUIEI) (osop Sunuels)
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43 1 D) | LYYRLIYRBIBLIA YSE/5 T-G°0 LYYRLIYRBIBLIA YSE/5 T-G'0 aplueydsoydodAd
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neLy
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Kep/831/6U €-T BLIAMGRE ME L Ulk

ob ‘6¢ «S L D Il Aep/Suwi ') RSLLWMAIEMINE( Aep/sw G0 MLBIELIULAR, auudoiyiezy
sa1delay} auln-puodag
LAUZELUGKDETLENEYELLUMGEY
LIVRMTIABLILD BIEALBNSUTLR M
reuliLRinANeEY NENALTIIEULYLBOLILKLIRLELE
FENEINEANNLBUILIGELEMELERY] | ABP/SW 08-09 MUt BENELRLLAR
G¢ xS L d PEBBLRBULARNLN [sBRY Aep/83/5Ul Z-T MBMLIBLIR, SUO0SIUpPaId
MR 9-1 Ulk
¢ ‘¢ xS ‘L Y Aep/83/6w L myire] B/6W (T MYMELILBYLIRLIAMI auIwsnsoplAd
saideiayy aun-3sii4
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DY /-G FLLALE NEMLINE
/)W 05-0b RUBLUTILILE[

(X31d)

39 1 g FLUBRYIGUIMLUGIARALNE XTTd BLU DAl BLSLAUSELU | ATISULIEBLEMBEUNIEABRRIRL] | S5UBYDX® Buiseld
FLELLITOLIANG, DIAI W)ELULLEDLITE]

MLUQUERENTE §/8 7 NLY MEUBRUAE LMY FLE G-b WIPN1IRIYY

UL LAUSELUBMIITIZENELT 5/5 Z'T-T BLARM SIA| LYBREISCEUL
G¢ ‘¢ 1 g _ LEMMBEKARREN]YIMLUTEUIEALAUBELUULELTER 95IN0D/54/5 Z VLM OIAI
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WHUATN 5.2 UanauInenssnwgUie MG

- First-line therapies : pyridostiemine, prednisolone
- N5 thymectomy ANTRUTLaZATLULUN

msSnwndulumuthmung

1l T
- Second-line therapies: USuanvuunuag pyridostigmine
WingnANiANiY azathioprine fow UarnuRIgUTuanuuIATes
%38 cyclosporin prednisolone

mssnwndulumudvuineg

1] 1o

- Third-line therapies:
mycophenolate mofetil, methotrexate,
cyclophosphamide or rituximab

Usuanuuin prednisolone Tildaumaovuinm
yasnuu Tuszazaniansanusuanen

* Nunen: nsalilinevaueanssnwsag First line therapy fansandwiertheldluanumeua

'
a

PWANEETe1v8Y
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n133nEU8NE18IN15 Lambert-Eaton myasthenic syndrome (LEMS)
ns¥nwifiaelsn LEMS dufitihmnglissannissnuigiaelsn MG Ao nisfnwililseasy
(remission) sudldnanluTuwumenssnwgtaelsa MG uazagfoaninssnw small cell lung cancer
srmuidulsnsan Taewuilugthedilssumssnw small cell lung cancer 9UmE 817113V89NGLEINT
LEMS sinazduiomeld
« 138w Uiy LEMS dnuugidalilden pyridostigmine unun13snuwisiy 3,4-
diaminopyridine Faifunsinuunesgiuunsslififungdeululsemelne nsdiifinsmevaues
Tidulumudmngenafiansanldenngl wu prednisolone, azathioprine, IVIG s (I1,C)
« f5wewd ludine LEMS finsianuueufiueiisie P/Q-type VGCC OLIA subunit nsld IVIG

YUINUNIFINNLY Ao 2 g/kg/course Inanudlit 4-5 Ju aunsnaneiniseauusla ™ (I1,C)

nsauaguiglsa MG filiansunsndou
Amzusndeunansaiavuldlunguitheniilsa MG uualuaesnguudn Aenmsunsndousin

MlsATere NAUNTIENAILEBRULITINGA Y38 Myasthenic crisis ka¥A1ILUNINGOUIINET

AnMznaulladaunssdIngd (Myasthenic crisis)

= vy P v = a o = £ o 9 v '

fin Mgl MG Niinngyngladumad Fainainenmsvesiliafisunsedu ilvidloin1sgeuuss
YoINALE UTINAD NTNA NMSNEU kaznsmela Feenaneliindunsiefiaunin msfinuluednnuin
nsanfiulsalugUienlilasunsinuvselasunssnuinldmanzay 87% aziinisanfiulsnauieluy
suusaneluszeziian 7 Yusn lay 29% vesiUefawn®in® wdeanidinsldemiauisasnainvane

11n3UlUNISSNELSA NUIN BRSIELTIRaNaAEDAINI 10%?

uvnoUszann 2-3% Tutagiu®?
faunisguadineiifinig ndundesouussingd (myasthenic crisis) ansnsauusldidu
1. miﬂizLﬁu;}’ﬂwﬁL%’ﬂlﬁﬁ’umazﬂé”mLﬁf@éaumﬁﬂqa (myasthenic crisis)
NUTEILAINEINTLAEEINSIane®
« flheiifomanduilesouuswemmadumeladiuuy uas/vienduiodiemamel
. ﬁﬂwﬁﬁmmimﬁaEJLLazﬁmﬂ%ﬂé’mLﬁ@%hﬂﬁ/i’]ﬂ% (accessory muscles)
+ {lhefifionssounsswesnduiiodiuneng (neck flexor/extensor weakness)
« ftheiiflornsseuussesndudeillilunmsmanasnisnduegieguuss Wy e1n1sndufn
wag/M3loIN15dan
2. Maguaizesnsmela
Intubation and mechanical ventilation
« dousdiiionaihes Tuasfinsanlunislaviediemela®
o Vital capacity < 1 L (or <20-25 mU/kg)

o Negative inspiratory force (NIF) < 20 cmH,O

o Positive expiratory force (PEF) < 40 cmH,0O
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- MsUszliunensldviediemela asvitasudUledameaiunsanazlduuu elective
intubation ¢

- Msldu1ngu Neuromuscular blocking agents aunsaldlameninuszdnszinduiiay

Noninvasive ventilation
- ms5ld noninvasive ventilation ngu BiPAP anunsatiedesiunisldvietiemelansenisld

viethemelatls uazdivansyeznaigiheinduseddiaiasiemela

3. MsmanUeIN1sneliAnnEnauliodoursaingi (myasthenic crisis)
ftadednwaumnnitanansanseduliann1ie myasthenic crisis 16l fauanslunisai 5.10 Jade
Inuvesfigafe NM3Ane uaznslasugtussianiannsanseauliiinn1ie nauilegeuusaingale

'
o w ] =

nsavAuamgesladeiineliiinnig myasthenic crisis WudiwdrAydunils Tun1ssnw

o

waztesnunisiinnig myasthenic crisis

M1519% 5.10 Uadeiinseaulminn1izndnanilegeunssingd (myasthenic crisis)

g1onanszduliiiAinanaz myasthenic crisis Jadunszduduq uanwmiloanen
Antibiotics Infections
o Aminoglycosides Surgery
o Fluoroquinolone Sleep deprivation
o Macrolides Physical stress
o Ampicillin Mental stress
Corticosteroids Pregnancy/Postpartum
o Prednisolone Tapering of immunosuppressive agents
Supplements
o0 MgSO, IV
Antiarrhythmic
o Quinidine
o Procainamide
ﬁ—adrenergic antagonist
Calcium channel antagonists
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4. MsnN133N®¥1IN1IE myasthenic crisis
\Hesnnsinvnznduiloseunssingd (myasthenic crisis) luazsaslanniiniseengmd
< = DA 1y a | =i v @ v a Y =
57 dielijUaeiiuan1igingalaliiiian erfianunsalinisinuladlegassviianane fe

« Intravenous immunoglobulin (IVig) " (1, B)

« Plasma exchange® (I, B)
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a

WNUAHN 5.3 nMsauartieasdanie Myasthenic crisis

Fiheniiomsnauilegeunswamnaaumeladiuuy
way/vendwiledisnseglaiinislénaaniletiemela

accessory muscles) @3d8 Myasthenic crisis

|

Usziunismelanudau e

Tunslaviatiemela
o i

ldvievrengla 1 NIV \Welivausd

!

heliuseiRlasunsidady
dulsa MG Lfi

¥ l b

AP TINULAY
WeguduItady
A l
FWadsuenlspaunauininlaionns [k nsItadednlany

AANY myasthenic crisis N3¢ myasthenic crisis

l

Ll Tn35nwuy Myasthenic crisis
v - Plasma exchange
Shwnuave - MG

l

miadensesiu uasudlaladedsnann
WUMTININIEAARE N1IUYAEINNTEAY
TlsA MG ugiad fem137199 5.10
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Azunsndeuiiinainen
grivinlsAnnzunsndaulungulsa MG
 Cholinergic crisis
o fUhefliFusngy acetylcholinesterase inhibitors Tudiuuiiganniiuly anansanszeu
TiAnA1g Cholinergic crisis 1o
o #nau acetylcholinesterase inhibitors mﬁﬁaaﬁqﬂun%ﬂﬁﬁaﬁa Pyridostigmine 1agnns
Tﬁmgqqmﬁuuzﬁflﬁaimﬁu 480 mg/day
o 8115983 cholinergic crisis Usgnausig Msfiflansinnds wu wite ff']m 13;’161’18 ey
asfandsnmaiumelieenantu aduld endou vieuds Wlawiud nddenseen
(fasciculation) Talufue M sWilesuaziinmznseladuiman
o \fleanndagtiuliifinisldenngu acetylcholinesterase inhibitors LuuUdanmaviaoaidand
fufumstonanifidnisiaunanniu ¥ilfnne cholinergic crisis Antutasamn
+ WALMINFBUINYING Immunosuppressive agents *ggazIdenluumil 8

nsdsdefilervgergsunmduaznanmummdianizmessuuuszaminen
nsdssiadmiugUaglsn MG
. msdseiiiotielumsitade
o FUrefifiornsidinglsn MG vieftrefiunndnsufdamluliudlalunslinsitede
violiannsndwsaiisduld viohifiedosdlolunsiteds aunsadesiefBervmaitelsr
mMyitadetignses
« Msdwioluwinsinm
o fithe Generalized MG filsianansnnuornisvedisald flhefifonissounsmesnduile
mMsnaLarn1snaY Bulbar MG) filiianunsnqueinisveslsald wisdUrefifieswuanioy
ndundledounsvings uagdosnisnismauslussezem
o ftheiildsumsinwudilinnzunsndeu laihesduannlse way/m3oainen
o flheiliasnsoauemsvestseviomunslsalifiesunsdu seenngu acetylcholinesterase
inhibitors Wwag corticosteroids
o ftheiinadnafssaineIngy corticosteroids
o ftheiidndudedionagiduuenmileain pyridostigmine wag corticosteroids

Awuzir lunisufinnauastasiulsa Myasthenia gravis (MG)
1. issnnidulsauigiaues fUhedndusadasunmssnwdenisusugiauiueganuean
luszgzhaviaiilesuuesatios 2-3 U ielilsaliigniizay vsemea datiu asuuzd ligaglasuen

munLnmgdegrsainiatenaysiaiilo inszmnlialideglunnzasunislilasumssnugniesagyillv
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\Heesian13LinA13E Myasthenic crisis ¥50Lin@1N1580ULTRINI LB UUNTIS (Fixed myopathy)*”
2. vianidgadadenszdunsiin MG exacerbation/ crisis Inglanizyausnvaslsn Yfignusu

Y W

pifuiudslioangrsiud lawa“
a. NNSHIAR
b. NNSAIATIAKALYINEIAADA

. AMUSEY, 91N ASPUTR

(@)

d. M3AnLYe
e. Mmyvanaelunsean

YIUNNYRA (A9MNS5199 5.11)

)

3. wuzthoenmamenuiiitheausanseinled usegdlsing Smadesenuihnisesnmame
wuuuelstn Anumiinuunansfiannn wareenfaINNgULu resistance training @nsnsaILLINANMLLLD
Yrapn1siian1satseningddnukaznisledureanaiuile udsieanumtngUrensaldeingy

corticosteroids'**”

M19199 5.11 efiasuanides vselireanusednsyislugdie Myasthenia Gravis?”

I8

[EN

g1Uf¥IENaN aminoglycoside WU gentamycin, neomycin, tobramycin
81Nqu beta-blockers

Botulinum toxin

Chloroquine Wag hydroxychloroquine

Corticosteroids*

Desferrioxamine (deferoxamine)

D-Penicillamine

mﬂﬁ%auzmju fluoroquinolone i ciprofloxacin, levofloxacin, moxifloxacin kag ofloxacin

¥ o N o kW

Eﬂﬂq':u immune checkpoint inhibitor WU nivolumab, ipilimumab, pembrolizumab Wag
atezolizumab
10. lodinated radiologic contrast agents**
11. mﬂﬁ%auzmju macrolide 1@ erythromycin, azithromycin, clarithromycin
Aa . A o v = ° | .
12. p9flduUsznauues magnesium laganzastndalivisiasndasnsl Wi magnesium sulphate
JTYINGY antacid, laxative Nild1uUTENOUIDS Magnesium
13. Procainamide

14. Quinine
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M19197 5.11 niasnanides vselimennuseinsyislugiie Myasthenia Gravis" (sia)

I8

15. Eﬂﬂfjm statins U atorvastatin, pravastatin, rosuvastatin LLag simvastatin

16. Telethromycin

newn : edsandlunnsediseanuiniililsa Myasthenia gravis ugasld agdlsfianuemanflilddudeoviuly
wnfanudndusasdevdaunsofinsanlildnudovsman Wneussiliunad-nadevesmsiieludithesetiug Ussneu
* gnsavinlvismilsaugaslalasanizdiausnvesnisiden

;. Jagiuansiiuivduaensdesolsn MG undu eglstimunislimeninuszingsda

o o [ a va o 1 1 4 1 o dl dl a
mLtuzu'lmiinw'lLLazmi‘lJ{]‘Uﬂm AU ITNIN LASKAINTIININALNDANAITULEYINIILNA
AglsAnnizy

Y

1. g sidaluteiifalsavesiUasasuuagldonugiduiusuiadesiian uagnaun
WS LUEIARI AU Qunng O

2. Mmandaesiuriiatmua Turidnalsmti (elective Surgery) wagyinsundnalutiadivesu
mnduldla @

3. ﬂﬂ'ﬁiz%ﬂ’s’luiﬁﬂmiﬁlﬁﬁ local %39 regional anesthesia ASHANIAE general anesthesia
mnansarla

4. msuimsIansenludtie MG Tuganmishsunissidia

4.1 szwhshdnesandsenfioraililsaiiSunioudas (Fam1eft 5.11)

4.2 vandensldendisigninanismela wy benzodmzepﬂne,nwoqﬁﬂneimaLawwzﬂﬂaaﬁﬁ
91NN INISANIINEL (bulbar symptoms) mndidudedlimaidensiidqridu waznanismels
tioefanilululy 1wy midazolam

4.3 msmandssnsidemedounduiie (neuromuscular blocking agents) madululd

4.3.1 57189773181 inhalation induction agent WU Isoflurane, sevoflurane, desflurane
awaiﬁqwéwaiamﬁmLﬁaiuﬂﬂw MG Wieuwihiuldemedeundnile (neuromuscular blocking agents)
TugUreund %ﬂmaﬁmﬂﬁmuﬂdmmwjauﬂé’mmfa (neuromuscular blocking agents) 141

4.3.2 ynimusidudeddomeounduile (neuromuscular blocking agents) wuzthen
mﬁﬁaﬂi%a’mfju steroidal neuromuscular blocking agents L% rocuronium, vecuronium Faanusn
nouquseléde sugammadex wagmsiinishamuszdunsoangrdvesedaedd train of four nerve
stimulator 81vila

5. MIUIMIInn1sesnwilsa MG lugilgdanisidiiunisiicn

5.1 818y anticholinesterase agents (WU pyridostigmine, neostigmine) *”

- fouddn: USmsevunaduluaudiuindn Tidndudomeaen
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- vaade: JUreastasueinduluvumiusifiaaidululavinlifiderny nsdinld
a Y a a A o )
AN1150UTM5E MU NTUNUIMSEIMIIaealdenal lasanuuialu 1/30
A a o 1Y & I3 A a
VOIVUINYINUTINTHMIUIN UTONNEILUD anuualu 1/10 VUUIREIUTINTEN
N19U1n
5.2 gnquARlAaLisaes (corticosteroids)™

5.2.1 nidllesuenqualiesesnoiliosey: AIULIAANVTELEUWN

5.2.2 nsdlldsuenqualiesossaualannaluszeznaildiiu 3 da wieldsuengu
afesasn 1 prednisolone wunalidiiu 5 me/day ¥38 10 me Tuiutu wiserfisuii ladnavseezna
wiwwile: asrvwadusslalagliduiudewldeudu stress dose osannislasuenauinninan
inlaifinana hypothalamic—pituitary-adrenal axis (HPA Axis)

5.2.3 nydlasuenauaiissesrvuingininde 5.2.2 wie lasuenguaiesesdu
prednisolone AUIALINAIN 5 mg/day wiawiauwin seatllesiu 3 dlaviduld nglusseznailuifu
6 eunaUHAN 3aNTIANUENYMEAYA (cushingoid) : fAsaMInTIagesluuluszuy HPA axis newssn
wasliennqualfivsessluawin stress dose noudnsunisidamng

5.3 gnquuTugiiauiusseren WU azathioprine, cyclosporin, methotrexate, mycophe-
nolate mofetil, rituximab®®”

- annsangaetudriudndn wasnduluuimseindndsindadedUligenisaeiiiay

laifigaviu

- winlasugtunguil aslasunisnsianeiesuffiminis wu CBC, Cr, electrolyte, liver

function test ABUIINITUNITNIAR
7. M35nwwg IVig w38 plasmapheresis foud1dn TukUlegnazSunsseiuanuianingds
general anesthesia®”

- liflaudndulugUaenoinsvedsaasy muaulad, MGFA lifiu 1B, QMG score

< 8 uayns33 vital capacity neurdneglunnmiung (>70%) usieraiaisantunsel
Hdnandu viesenlsndsliay vielionn1ImaNTweAnIsNaLLIN
a .. 1 1w [ A a { v dy A
8. MIAANTIE MG crisis 5¥MINNTHER : LTUN1IEMAANITTRULIIVBINAILTBNTHA NSNEY
= d' o Y Y ¥ Y U 1 ] =) 1 | 1 ¥
wsensmglamiligrededlasunssnuwilaenslavetiomela wse liawwnsaneavietismelals
nasdnLasaau Ineithdedss wu TuseiRlsavannsslsamaiunelasess, fin15eaunssasndiuiie

msuansnaunawsnge, Iuszifmedinng MG crisis, dedensznineidnuinnd 1000 ml udu®”

N15501 : SN WNLBUNIE MG crisis WarsLaanIInanviatiengla
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nsguaiUlelsn MG 92909A53uaTN15AGDNA

a 6

1. {UhemslasuAugidl LagauauAtRsIAfuUssaunmduazgiunmediiaananudelse

MSULALALANADAYNNITAIATTALAENTAREN

2. ssnssdlutisiidalsavesdihoasuuasldonsugfiduiutios figaidululy «

2.1 mawdsuudasilsaserisiinssdluusarauuanisiunasyungldonn uiuszan 1/3
vosfflhwoInssudadluraslamnausnvosmiinssduastimdnann®
3. mslieusugdduiulugienisisessd (mned 5.12)

9

3.1 wuiilden pyridostigmine uag corticosteroids duamdnlunissnwidUieyas
faassn 20
3.1.1 Pyridostigmine
1. aslviindulseniu wugihaunenlidiiiu 600 me/day
2. laluugtillde1ngy cholinesterase inhibitor ¥fisllimanasaidens 1lasain
nszunsiuivesngnle
3.1.1 Corticosteroids
1. LLuzﬁﬂuﬁﬂaaﬁlajmmiamuaﬂsﬂaw"l,éféhEJ pyridostigmine tE99E13LREN
32 TluugihlfGueuiugdduiuszerensswinadingss uwimndvassnsasluugy o
azathioprine waz cyclosporin ansoldreiiodldunziinsss InsUssduanudssnisiinnioy
LsamEulugthouasnatnafsdensnidudAg®
3.3 shuldfen mycophenolate mofetil (MMF) uaz methotrexate nsfiksAsss AIsmgAL
agnation 3 Wew (MMF) uaz 6 Wiau (methotrexate) fousansss V30U lINRINA1IRgUAINTIINUT
fapssslrivemenviud©
3.4 wnldFumsdnundae rituximab uuthasessindanldendaaeiine 12 Weu
3.5 N133NER2Y IVIg waz plasma exchange @unsavinlamininnigdlsanisumnie
myasthenic crisis 52931369A555©
3.6 lauuzihlivin thymectomy seninadansss msideulundinisaasniasadu osan
Han15¥i thymectomy ldlaldnans$hwSndai'®
4. wuzilinaenuy spontaneous vaginal delivery wnlaifidamny, mﬂﬁﬁﬁaﬂq%mqqﬁﬂﬁmﬁ
Tudussrifneasn wuzilildnssziuanuidnuuu spinal anesthesia 11nn71 general anesthesia™ *”
5. Mﬁﬂl,?{mmﬂ%’mmjm magnesium sulphate 11N¥13A"3N1I eclampsia wugtlgenay

barbiturate %39 phenytoin wnu®

6. MINAANINUTANLNIE MG YNTI8ATLAsUNITENTE T3 transient neonatal MG




1UaNWNSIE Immunomodulating therapy Tulsaiduds:anniia:nduidoo1n)TAUAU

A13197 5.12  msldensnunlsa Myasthenia gravis 58131999A53 LA IglIULIYAS

Medicine/ US FDA )
Pregnancy Lactation
treatment Category
Pyridostigmine C Safe at total daily dose of No limitation but larger doses can
< 480 mg/day cause gastrointestinal symptoms
in the fetus
Corticosteroids C Safe, treatment of choice if No limitations
immunosuppressive therapy
is required
IVIg C Safe, Treatment of choice for No limitations

exacerbation or myasthenic crisis

Plasma exchange C Safe, Treatment of choice for No limitations

exacerbation or myasthenic crisis

Azathioprine D Continuation of therapy can be  |Considered acceptable
considered by most experts

Cyclosporin C Continuation of therapy can be |Can be considered
considered

Mycophenolate D Contraindicated Not recommended because

mofetil of lack of information

Methotrexate X Contraindicated Contraindicated

Rituximab C Not recommended because Not recommended because
of lack of information of lack of information

USFDA Category : Category A: controlled studies show no risk. Adequate, well-controlled studies
in pregnant women have failed to demonstrate risk to the fetus in any trimester of pregnancy.
Category B: no evidence of risk in humans. Adequate, well-controlled studies in pregnant women
have not shown increased risk of fetal abnormalities despite adverse findings in animals, or, in the
absence of adequate human studies, animal studies show no fetal risk. The chance of fetal harm
is remote but remains a possibility. Category C: risk cannot be ruled out. Adequate, well-con-
trolled human studies are lacking and animal studies have shown a risk to the fetus or lacking as
well. There is a chance of fetal harm if the drug administered during pregnancy, but the potential
benefits outweigh the risk. Category D: positive evidence of risk. Studies in human have shown
evidence of fetal risk. Nevertheless, the potential benefits from the use of the drug in pregnant

women outweigh the risk. Category X: contraindicated in pregnancy. Studies in animals or human

have shown fetal risk, which clearly outweighs any possible future benefits to the patient.
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Awuzir lunisufuinnauastlasiulsa Lambert-Eaton Myasthenic syndrome (LEMS)

1. vanidesenuniafifisnuinilimlsaudadd Taedusinguifeaiuivihlilse MG ugag
(57971 5.11)%"

2. MﬁﬂL?%ﬂﬂﬂ’]'ﬂﬁlgjjmmjumjauﬂéjmLﬁa (neuromuscular blocking agents) Tugtae LEMS A5
drunisrdn esandtienduiiasneuausshundesmgeundunilennuiin deenadmalinduile
gouusaudunany uasliaunsanenvieriemelaldvdsmsindmasadu mndanusiulianse
wandeald asliiwase uazAes ) Winvuniiazties Tnefnnunisesngrdie quantitative peripheral
65)

nerve stimulator S¥1IN9USMN58101@U1509N LA

3. vanidesruieu Wy 91n1Aeudn, o1uimsaumMaligwIng waysyian1eligs nMskine

FIE U0V LDIN15VRILS ALY AILAL DD UNSININTUTIATILN Y




10.
11.

12.
13.

14.
15.

16.

17.

m- |
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Idiopathic Inflammatory myopathy

[y

IsﬂﬂﬁmLﬁaé’ﬂLaumﬂﬂ’;mﬁﬂﬂﬂaﬁuaqgﬁﬁmu (idiopathic Inflammatory myopathies %38 IM)
Hungulsanduiiiofiinesanmiatuaneufiaunfvesgiiduiu Inelselunguiiivanswiin uiazeio
ngnBAlla 91113 9INTHAAY HANTIINTIINWBIURURANIS uardnuzImE S inevenduied
uanaeiu " lutigtuenautsssnvmedsanduiedniavananuinUnfivesgliduiu 1#idu 6 wiin®
Lo

. Adult dermatomyositis (DM)

. Polymyositis (PM)

. Necrotizing autoimmune myositis (NAM)

1
2
3
4. Anti- synthetase syndrome (ASS)
5. Overlap myositis (OM)

6

. Inclusion body myositis (IBM)

N33ty (IM*Y

fhengudodnavaneuiinunfvosgiiguriu (IM) dalvgazanmuummefeeints ensuans
vioruiaUnfiveamsarametesfiRnisruteluil

1. o1nssouuswenduitiodufiuresunrisaesdng

2. Tiufinulgsumeiulse lunsalvasthelsa dermatomysitis lakA Gottron’s sign, Gottron’s
papules, heliotrope rash

3. ﬁf-ﬁ%gui%ﬁﬁuaﬂﬂéjﬂmﬁaq&%u laun creatine kinase (CK), aldolase, AST, ALT, lactate
dehydrogenase

4. fipuRaunfvesnsnnaliiidady Ingenavswuanuagaes myopathic motor unit action
potentials WU spontaneous activities 1 fibrillation potentials, positive sharp waves

5. #59ANU myositis specific antibodies 11 anti-synthetase, anti-Mi-2, anti-SRP, anti-HMGCR
758 myositis associated antibodies WU anti-Ro, anti-La, anti-PM/Scl, anti-Ku, anti-U1, snRNP WHuduy

6. HANIATITNINE TSI waInA L enudnuarves degenerationitay regeneration 89
ﬂéj’mmfa Lag13ny inflammatory cell infiltration, perifascicular atrophy

7. iﬂJ"WUﬁ’]LMG}“U@QIﬁﬂﬂﬁ’mLﬁ@ﬁlﬁﬂﬁ]’mﬁ%%ﬁlgus] NININeAATINLALNITNTIRIAY B
Tsafinidle anvmaneuazansiiy lsaiugnssy uazlsasoxlivie

ANULUINIINNTIRIFYLTAIIM ARz UTLLNNOIAYBINISTNINARRNSINAUANMURAUNAUDINITASID

WiFNN1aveaUURNT Aauanslulugin 6.1
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nsdanTraLiuIAN ST sUfiAnsiensiTadelsa M

1. Andulesdndunide nsnsaniaiesufifinnsnuen CK, aldolase, AST, ALT, lactate
dehydrogenase ajq?gumnﬂdﬂ 1.5 wh vesrUnAveswauuL (the upper limit of normal) Tuynusswnvves
M Tnenanzlunds NAM daulungy DM, ASS, OM Andulesindruiiientatiens vieundldlurisusnues
msdiuln (e CK Tuifume a1y Wed Tneviluundlu funeUszan 55-170 units/L uazuds
30-135 units/L)

2. Myositis-specific antibodies (MSA) ansansianulaieiesas 50-70 lugthelsa IM lag
LouRvefuinsinnus iz iudnuasmeeaiin vieUsdawines IM uiswie sedaddunsed 6.1
du myositis-associated antibodies (MAA) wulslulsangs OM fanandlunisnail 6.5 Geanunsaidonds
Juganeuivenle (FIMSA uazMAA) viFeusndniu ueufveduasvin sueinisvedlsafiasds Tuiu
AMUNTDUVDIUFAZ I INEIUA

3. Ml adeden ssnudhvariidldulsandaideiidnmsiaevesndniedeiies
laun myopathic motor unit action potentials Wag WU spontaneous activities Wu fibrillation
potentials, positive sharp waves SLGi’fiJizLﬁwﬁLLmNLLazmmquLLiwamé”mLﬂf@ﬁﬁwaﬁ%amwiﬁ GE

FrelunisidannanuiileNvunzanlun1senTUNa1UL LN D EINTIANINENTINE

& [ o

4. nsdndundioiodnanimensinet aunsanuauRaUndndudnuazs Y
Wiethelunsiteselse IM urazedinld fuwandlunisedl 6.2 way 6.3

5. InsMeseEIneesndie n1InsI MRl vesndnanile @wtsausifiusiumtuay
ATuTULs TN Ao Ting Bannld Feelumsidadelsn IM visela wasislumadenndiuie
Funnzaslumsiatundnieiiedmsameanensive Tnewuzihlidmsn TIW, T2W uas T2-weighted
short-tau inversion recovery (T2w-STIR) (glunianuandl 6.1) idenndruilofifiennisuanain MR

TunisAansandpdunanuLiie

nsdanTraiuANnsiesufiAntsiientsitadelsaiiinsauiu M
1. N9RTIINNNTIE interstitial lung disease msﬁmsmmswﬂizLﬁummawfﬁaa pulmonary
function test, high resolution computed tomography (HRCT) Tuﬂﬂw IM ailafiflentain interstitial
lune disease TIudeldiUne WU anti-synthetase syndrome, dermatomyositis fiiu anti MDA-5, anti SAE
2. nmsasaaansesmlsauzde Tu M vledidlonainsudulsauzisaldves Tdun
dermatomyositis, polymyositis Tnoanizlusiedd anti-TIF1ly, anti-NXP2 wa¢ necrotizing

autoimmune myositis AAAIN anti-HMGCR A1siin1sasIannnsoanilsauzise Anulauaelumne

P10 1UATAUANUABIT ANV WU Hauuvs wusiinsamuzseendusiu
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WHUAEN 6.1 LwInensIitadelsananuiiledniauannanuRaunAvIN AUy

Suspected inflammatory myopathies
- Proximal muscle weakness
- Elevated muscle enzyme
- Abnormal EMG

History and laboratory to exclude other

causes of myopathies e.g., drug induced,
toxic, endocrine, family history

T Laily
Possible Inflammatory Other myopathies
myopathies
Distribution Specific distributions:

of weakness Quadriceps, finger flexors

! v

Proximal weakness + IBM
Proceed to

- Anti-cN1A

- muscle biopsy

Presence of specific skin
lesion for DM

1adla 9

Obtain myositis specific ; . ... .
antibodies Ab available Ab unavailable

Y Y

-ve Ab or Ab not related to clinical +ve Ab related to clinical

Y

Muscle Biopsy available Diagnosis based on clinical | Muscle Biopsy unavailable
< W rmmemmmmmeseseeeees Start Rx
L and positive Ab

A

Obtain muscle biopsy

muscle pathology

Diagnosis based on clinical and T
+/- muscle specific Abs J
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A19199 6.1 liAYBY Myositis-specific antibodies (MSA) hazAUAURUSAUSNYULDINITNNAATN

LATUTLLNVDY IIM (FALUAIANNLENANTDNNDINUNELAY 6)

Antibody subgroups Type of antibodies Clinical syndrome Remarks
Anti-synthetases Anti-Jo1, PL-7, PL-12, Anti-synthetases syndrome
OJ, BEJ uag anti-KS
Necrotizing autoimmune ' Anti-SRP Necrotizing autoimmune
myositis-specific myositis
antibodies Anti-HMGCR Necrotizing autoimmune
myositis
Dermatomyositis- Anti-Mi2 Skin lesion

associated antibodies  aAnti-MDA-5 Amyopathic dermatomyositis

or interstitial lung disease

Anti-SAE Amyopathic dermatomyositis
or interstitial lung disease

Anti-TIF 1y Cancer-associated adult DM

Anti-NXP2 Cancer-associated adult DM
Anti-cytosolic Inclusion body myositis o199zwululsa IM
5’-nucleotidase- yiipdue 1
1A (cN1A)
Abbreviation

Anti-Jo-1: anti-aminoacyl-tRNA synthetases, antibodies directed against the histidyl-transfer RNA synthetase
Anti-SRP: translational transport protein SRP (Signal Recognition Particle)
Anti-HMGCR: 3-hydroxy-3-methylglutaryl-Coenzyme A reductase

Anti-MDA-5: Melanoma differentiation—-associated protein-5
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1. Dermatomyositis (DM)
I ¥ d’f [ a a a Yy o ~ v & 1 < Y
Julsanduiiledniavainanuiaunivesniiauiu fanunsanulaviduglvguaziin laggae
a & v ESu ' ) Al a o A Vo [V . A H
fomsinauiilessuusssmiunsiiumisnulagumizlulsa DM laun heliotrope rash (Rudinsma
59UA) Gottron papule (RUALAIRUITUUINAMURRIDITohED AuImBRunImLazaon UM
a U
LAYINU)
2o d' Y} d' v oA a A | a Y o . o Y]
wenNlFmuntludnwardu Lakn Fuwnsusnuignuan 1w USHuAsmunt (V sign), Aunes
Y99A8 (Shawl sign), WUN1TV8N8AIVB capillary loop vinalauresauiialle Iu;:iﬂasjwswﬁﬁ’mﬁﬂ
a L A A 3 2 a a A o ) ., DR 2
Unauangililenvudiivu wasuanduses imlleullsvesaunviarumidn (mechanic’s hand) Tugdaeidn
1% d‘ a Va £ a (4,9 18 19)
p1anuioukAaeNUTAlaRmTluae U ®
AUaelsn DM Tuglvg) wuinfnsaudulsauzseld Sevas 15 Ssmsiimsnadansosnlsauziss
TufUae DM awe wazadsilseiauseann 3 U wdsainmsitade DM lnelsauzisaiinusiulaves
Loun wzdadnun wesedly ueSldlng wsidmddnsayn melanoma ugiswondviewiln

non-Hodgkin'*’

N1591338 Dermatomyositis (DM)
n15313dy Dermatomyositis auLnugn1TIRadsNuLausly The European Neuromuscular
Centre (ENMC) International Workshop Tul 2018% a1duanuwaen1endinuagnanisnsianieies

=

1. RuRdslusnuagasreludl laun Gottron’s sign, Gottron’s papule Wag/%3e heliotrope

2. oIMsndnnileseuust vieran1saTIIIeiesUf R Telstdmesanmuonduile Wun
2.1 Msgouuswosnadmilefuuvuuazan
2.2 Andulaivesndautiouiind
2.3 AnuRnUnAnane3inevesnduiefinulduslysnnzde dermatomyositis LU
lymphocytic infiltrates (perivascular), evidence of perifascicular disease (perifascicular predominant
fibers that are pale on COX staining and/or positive on NCAM staining)
2.4 muAauninanesingwesndnieisnede dermatomyositis 1@ perifascicular
atrophy and/or perifascicular MxA overexpression with rare or absent perifascicular necrosis
3. 15939 U DM specific autoantibodies Tawn Anti-Mi2, anti-MDAS, anti-SAE, anti-NXP2 %38
anti-TIF1y Tuiden
81311903094y dermatomyositis ldunnétaefionnadseludl

U9 1 TIUAU ANURAUNANNNGITINGI1VDIRINTNITUNIZHD dermatomyositis

99 1 7WAUTIN 2 way/vise 19 3
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2. Polymyositis (PM)

U230 polymyositis fadnnuladesin Q’ﬂwﬁiﬁ%’umﬁﬁaéf&ﬁu PM Tuefin Mndin1snsianig
ﬁaqﬂﬁﬂﬁmiﬁﬁuasmﬁaLLu’JmiLLﬂaﬂizmmaq inflammatory myopathyluagiu wuinduuinae
dnldfunsidededu wu necrotizing autoimmune myositis, inclusion body myositis wsoidulse
nduidomaitusnssa

fune PM Tutlagtiu Felduniitae M Alsidhfuinaminisidedelse IM Ussiandus laidiuidi
Ay DM LLazlajﬁmmséammmaaﬂé’mﬁaﬁwwazﬂejmﬁwulé‘[,u inclusion body myositis samalainy
Snwnizvomesanmueinduibennuldsunzlulsesu® ? uay muscle biopsy A9y inflammatory
cell (mainly CD8-T-lymphocytes) surrounding with invasion of non-necrotic fibers 39aza31307HUde

PM &

n1353n¥1 DM uag PM
nguenitldlunisinen DM uag PM

1. M33NWINEYT corticosteroids

5l prednisolone Tuguenduuseyu iunsnwusnildldnalulsangu dermatomyositis
wag polymyositis fauliazhifivangruludnwasnisfinywuunaugudiagns-aaua (randomized controlled
trial) lesnnilunssnundildunduna Ineldetlusun 1 me/ke/day Wunan 3-4 dUai udareee
anvunavasandiefieduionmsntu nslutisiienuuinvese uurtiilmduiues 1 afs vietuiutu
ileanuadnadesann corticosteroids®?

Tuﬂﬂwﬁﬁmmigmm anaBusenslie methylprednisolone Mnsvaamden luvunn 1 o/day
Junan 3-5 Tu uaaresenisivien prednisolone luwunm 1 mg/kg/day msuin® >

M5U2IIUNINOUALBIYDINTINWIRBEN corticosteroids Lilefia1sananyuIngn 190
Uszidiuennismanadn lun msfitureseniseounss nsndu vhietnsusesfuldfitu Sufunams
pramevesUfoRnng Wy Awenduluindsiileanas mneiniseouusedilifituniely 4-8 dUavi
vinlinsinmmsiasanliewiadunaununioldsiuiuen corticosteroids

2. M3 INAYIANAY

Tugithefineuausssiesn corticosteroids nslsiennanidufusmiue corticosteroids agailsk
anunsnanvuIngl corticosteroids 16 InevinligUaeliideslden corticosteroids Tuvuagadunauu
Imamﬂmgﬁﬁmﬁuﬁﬁmiﬁﬂm wazianlglulsa dermatomyositis, polymyositis lauA &1 azathioprine,
mycophenolate mofetil, methotrexate Wag cyclosporine®>”

3. N135n81PY intravenous immunoglobulin (IVIg)

Hlufiheilineuaussiosn corticosteroids wiafionsguusuisiuegnennda uiefing
nsveladumaannanilegouuss Tngldvum 2 g/ke wilsk 2-5 Su

NNSANYILUUNGUANRIBE-AuAN WUl VI HUsednSanlunisSnuigUle refractory

dermatomyositis lngiteasadliien IVig luvunn maintenance 910 1 ihieu iedasiunismisuvedsa™

— e
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a

uaﬂmﬂﬁmﬂmsﬁﬂmuw open label WU Vg dsfivszansninlun1ssnwilsa polymyositis uag
necrotizing autoimmune myositis®***”

4. NM35NIABEN rituximab (anti-CD20)

mﬂﬁﬁﬁmums%’ﬂmﬁﬂaaﬁlﬁmauauaqﬁam corticosteroids wag IVIg“ ™ Taglnluauin 1 g
yin 2 dUai sanun 2 ads TnensAnwuuungudusioens-euau Tuffte refractory dermatomyositis
ua refractory polymyositis 91431 200 AW WU lajﬁmmLmﬂ@mﬁuiwdwiwzL’Jmﬁ;:iﬂwﬁmmiﬁﬁﬁu
AUASIRAANNYBY International Myositis Assessment and Clinical Studies Group \iewUSsuifieu
ftaedlden rituimab dauABuusn funguiineilden rituximab mevds uiwuiihedsfesas 83
nevaueoslneiennsau

5. A33n¥1R2Y biologic agent

galsifins@nwinisldenguillulsn DM uay PM unniin®*® fin1s@nwien ngu anti complement

(49

C5 wu eculizumab™® wagengu JAK inhibitor®” wuinenafinldlun1ssny) DM fldnevauasiesn

corticosteroids ag IVig

g.’l o aa
VUMBUNITINYT DM Uaz PM (unugiiil 6.2)

Induction therapy

[ [ < [ . [ v

- msshwvandunslyen prednisolone luguuuuiuusenu lngldenluvwin 0.5-1 mg/kg/day

- Tudtheilonn1ssuuse 9138uMEN15Mie1 methylprednisolone Maviaaniden Tuuuna 1 ¢/day
Junan 3-5 Tu udesensiien prednisolone luwuna 1 mg/kg/day nsuin®>

- Tluiheildnauausssionn corticosteroids WioleNnNsunsAiinTupgNTIAGT ialin1g

¥ ¥ d’J ! = = a ¥ ¥

nmsmeladuaiannauileseunss Hgymlunisnauemis awnsafiarsaunlde IVig neldvun 2 g/kg
wUsli 2-5 Ju wagfiansantien IVig 6190 1 Wew aunI19gausnnIuaNeInIsvedlsalin >

Maintenance therapy

- 198 prednisolone Tugugnsudszniu Ingldenluwuin 0.5-1 me/kg/day WWurian 3-4 dUav
L anvuinvetenanioUiesuiionnsiuu ™ Tnglugisianvuiavesen wusilmduiuas
1 A% wsoTuiuiu eannat 1ufeeaIngn corticosteroids lngiiiaanruineaiudd HUieAdTlaen

. . o 1 ) Ay o 1 oA & = P ) )

corticosteroids wuARIAUEINANTIANTUBE1dallatlusrerian 6 wauds 2 U elasiunisndu
Jugrvaslse

- aslignnaniiauiusuiue corticosteroids Beawyinlvianunsaanuunen corticosteroids L
Inegtheliisiadlden corticosteroids lurwngadunannu lnseifinisinunlglulsa dermatomyositis,
polymyositis lalkn &1 azathioprine (Wunm 1-3 mg/kg/day), methotrexate (VW19 7.5-25 mg/kg/week)

lunsalgtheiinatrameawsedveulunislien azathioprine wagmethotrexate @1aMvsUNFRNdEN

18-25)

mycophenolate mofetil (3u1n 1-3 g/day) %38 cyclosporine NALNU'
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- msUsziiunsnevausenissne Wefiarsananvuinen THnsusedivennisnieeadn
Fun nsfturesensgeunss nsndu vinAetasussdrTuldity Swfunanisnsamaos fifing
Wy Aweaduluinduideanas winemseeuusedslifiungsnlinisinwmsiiansanlioeinsy
NALNUNIDISIUAY corticosteroids® >

Treatment in refractory cases

- Tugtheilineuauawios corticosteroids wag IVig fansanlten rituximab tnglviluruig 1 g

YN 2 FUAIM i 2 A3 warealiegmn 6 weu wedaatunisiisureadlsn“
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Y o

UNUYHN 6.2 wulfiRsnulsanauiledniauananuiaunianglnuiu

Inflammatory myopathy
DM, PM, ASS, OM

l

a G 1 1 A o
ummammmalu I NAUAIUIN i

mglaguin wulils vsenaudlevlasniay R

Induction therapy
Prednisolone 1 mg/kg/day
19N

Induction therapy
Methylprednisolone 1 g
Mavaandanmisatudunan

3-5 U LAIFBAIEY

Taile

V) Prednisolone 1 mg/ke/day
a a &£ A o ‘VHQU']ﬂ
191NTTURIARNUY nSodln1Y
elaaUYaINNA U DB UL
758 lnaUaURIRBNITINY »

Maintenance therapy:

Wiadauaau prednisolone LLaszﬂsJT,Sﬂ

- Prednisolone 3-4 &Un19 WazABy*) anvuIngn

- AZA %39 MMF #38 MTX %38 cyclosporin %39
pulse cyclophosphamide Junan 6 eu fe 2 U
I@EJL‘W&JMU@TL%’U corticosteroids

IVIG 2 g/kg NsviaoALdonm
wuslv 2-5 Ju

ADUAUDY ,
1 T

938

|

IVlg 1 g/kg N9vaDALEDAR
wUalvi 2-5 Tu 9 1 heu

ADANTSNW
3ol

Y

fnsandwioligiBervgy vioe19aiansan

Tennsdeans

_ Rituximab 1 N3y vaaenden Aiudi 0
waziuii 14 vie

- Eculizumab %38

- JAK inhibitor
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3. Necrotizing autoimmune myopathy

Necrotizing autoimmune myopathy (NAM) %38 Immune-mediated necrotizing myopathy
(IMNM) (udttlveidanin Necrotizing autoimmune myopathy (NAM)) Lﬁuisﬂiuﬂfcjmﬂé’mL‘ﬁaé’maumﬂ
AsRnUnAvesgiiAu (M) dluedniliongudsnanlasunisdangulioglunguues Polymyositis 1138
Dermatomyositis auluteiud a.f. 1990 laditedunsiingy Necrotizing autoimmune myopathy
fingsanwaasndunilafinienn Polymyositis waw Dermatomyositis 7 iimNTULS LAY N1 IO UAUDS
somsinmiuannsanasslsafanan luinasinsutsngalag European Neuromuscular Centre i
1wl 2004 Fsldusnoonududnlsavilslungy v

Necrotizing autoimmune myopathy @13130WUINAUEREAIUNIIATIAINY antibodies L& 3 Ny
1AUA 1) Anti-single recognition particle (SRP) associated NAM 2) Anti-HMG-CoA reductase (HMGCR)
associated NAM wa 3) Seronegative NAM @iaznaniesesazidunsely

dmsuannisuarernisuantu fuasdulngindornsaouteradilunanduianinie
ufiou (acute to subacute onset) 8I1M15BRULITIULTY NAM Sisufuivuvdevndiusi wazsin
omsyussdiodisutulsanduiiosniaundudu q SuhliiheUssautymananiifadeaniiueusdun
Juthuladruin winuladld uenanifiaessenationnsndudiuinanndiuie oropharynx souuss
Tusefiornmssuussenafionnseumiosmelafundeinmemeladumamanndunidedlilunismela
gouusdld lnaanizlungu Anti-SRP associated NAM waz Anti-HMGCR associated NAM og1alsfinu
9IMsuaveMsuansesiiiefiil antibodies e SRP viese HMGCR U1s1wo19fisseanly nanfe
onaflomanidusseznaiiu way/siellennsseunsmomnduiiodiudas

Tungulsm Anti-SRP associated NAM sgsuua Anti-SRP antibodly titer A sduiusiunnuguuse
Y990 IMIUATIEAU serum CK uananifthengudindnienaiinissniauveanduileviladsoravilif
flornsweuwies WilawuRnd e Wiefwdiiald drunnzlensniau (nterstitial lung disease) wulgitha
wasinlaigunsa

Anti-HMGCR associated NAM siifislugiteiiaeldiuelungu statin ey Tasuisseanu
wilugfthedlasuanlungussnanianudiie o U egndlsfimuiiEfiing Anti-HMGCR associated NAM $11umils
filsitagléf3u statin wnney

Tunguifthan seronegative NAM Hu umsAnwwugtintsaivedlsnue Seitlasunmsidadely
Franaldideiusnnia 20% Ineuzi3siinusands adenocarcinoma lussUuMaiUe S NS srongavn

mﬁaﬂamﬁﬁﬂdm small cell kag non-small cell carcinoma LLasz%fmfju transitional cell carcinoma

AU38 seronegative NAM ¥n31833anstisunsasiaiiisiiuiiiodumlsnuetsy
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N1IATINNAANNTRIUHURNSHazN5ITRE A
wanaINeIMIkazeINIskansfidnlfiungulsaiiudaniu nsemaiiuiunisiesufiinshiiunum

o w

dialunmsitedolsa Inenuissiueuledndnile CK ety 20-50 wh Msesalnindedss aswy
Anwg Irritative myopathy
nsBuumsitiadelinsdmsanimedinelasdanduioduaelunsamandesgansse
(muscle biopsy) Anunusuiinufenuwadnduilofineegnsraeuasnuiwadnd ol (scattered
myofiber necrotic and regenerating process) wWuaasnLauIuIUlLLIn (sparse inflammatory cell
infiltration) vndeufisnfunieduylunen3inen (Immunohistochemical stains) Jxwuiwadndnuiiiod
Ilwadiimdnsneniewadfiiniviinisuanioanues major histocompatibility complex class |
(MHC class 1) USinaudntipafiaununats uaydaenany membrane attack complex (MAC) deposition

o ¢ v & sV
‘Uumu%‘ﬁaaﬂaqmLuEJSUENLSUaﬁV]ENVLNW’]EJ

N133NEN (wugiifl 6.3)

iesanlalfinsmaaesuuuduuaziinguauny (Randomized controlled trial) uazlsifyngfta
(case series) Mlunalng Tenudnlngidusenuiiiie wnnsufoanumvansiandaluunn fUR
ﬁlé’ﬁnﬂm'ﬁﬂszsqmaﬂ;EL%snémfg (expert consensus) Fauugihldanisn1sinuilagedsdrmuguuse
yodlsauaznmy/lsaauty 01y n1sReasss lsaumu Tsauansniau (interstitial lung disease) Tspnwi5s
Amensegnnu JWudu™?

Induction therapy: aﬁwé'ﬂﬁﬁuﬂaiﬂuﬂﬁju corticosteroids YU1AgY WY prednisolone (0.5-1
mg/kg/day) 38 methylprednisolone ammwaamLﬁamﬁﬂmwﬁﬁmmﬁmm LL@%LLuzﬁﬂﬁSﬂJEﬂﬂﬂQﬁ
wiinfiaed Wy azathioprine (2-3 mg/ke/day) 3o methotrexate 7.5-25 me/week tunanlaideiu ifasann
seeugthedlvanuinnsla corticosteroids IeswiindeinauanenMsvedlsalila ngUieiivery
sonslfenaesviindsnary 91315l mycophenolate mofetil 2-3 ¢/day M1n{UaeiloINTTUKIWN
Fsfsananmsseshemelauaglinouaussionislien corticosteroids 1unge nane ennsliiedos
viionomasedlillaly 2 &Unvindasue asiiansanly rituximab %3e intravenous immunoglobulin (Vig)

Maintenance therapy: MngUignauauedfAnan133n®1938 corticosteroids kag immunosup-
pressive agents A33ABYY an 81lungw corticosteroids a3 tnertheaslisuenagiiilunalegisiay
2 YndaRnAIuANeINIsLan

wingthe 1asuen prednisolone uIATivianzan (0.5-1 me/kg/day) Sugnlungu second line
drugs U azathioprine (2-3 mg/kg/day) 1138 methotrexate Tuaa 7.5-25 mg/week %39 mycophenolate
mofetil 2-3 ¢/day sgheties 3 Weouudwiddionnisseuuss WielltymBenduduindedldaisena
Tems ﬂ’giﬂf\]’lim’ﬂﬁaﬂuﬂdm third line drugs leiln rituximab, IVIg, cyclosporine, cyclophosphamide
D! Etanercept

lugheenytie ﬂﬂ?ﬁé}gﬂﬂﬁiﬁ LLazﬁﬂ’wﬁlﬁ anti-HMGCR associated necrotizing myopathy

'
a

Ay uIavinukuziinisly intravenous immunoglobulin (VIg) {Wuenmnén

— e
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‘VI?J'IEJL‘VW!
NNSUIMTEN rituximab TunguUae Necrotizing autoimmune myopathy vilaelugas Induction

period Tg19W1A 750mg/m2 (LaldlAn 1000 me) Msnanaena 911U 2 A1 AU 14 Ju Bdsantiu
T maintenance MyvuIALT 1000 mg 9N 6 e AvsanlidlvisasswelumniliofaimuagUaelsd

9INNTBDULTILEIMATA serum CK naunduund isevnnfiansandndedUaelilivseleviainnislde

Town 91n1500uUksIluRTULaY
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WNUAEN 6.3 LIV URTnwINawilevila Necrotizing autoimmune myopathy (NAM)

NAM

e

Taf Severe weakness (MRC score < 3),
respiratory insufficiency, dysphagia

IVMP 0.5-1g/day W 3-5 Ju Prednisolone 1 mg/kg/day

AR prednisolone — %39 IVMP 0.5-1g/day
1 mg/kg/day 57uAU Azathioprine
130 MTX Wioufu w3auds 1 Lhou
1-2 dUmA
l 1-3 1hau
Y
Respiratory Tl | ©1nseauuseliRTy
insufﬁciency VI%@LLEJIﬁQ
1o Taily
1o
Rituximab Add Azathioprine \
or VI or MTX/MMF
g i \ steroid
1o
myopathy
Talla
AAVUIA steroid <«——

\/
W58 Rituximab/IVig
wsowdeu Azathioprine 1u MTX
(W3enduriu) w3 Mycophenolate mofetil
IelUdvu/Afiusiingnagi

IVMP: Intravenous methylprednisolone

IVIg: intravenous immunoglobulin

*{915011% Mycophenolate mofetil wnildaiu
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4. Antisynthetase syndrome (ASS)

ASS ﬁaﬂfjummiﬁm’mwuLLauauaéjﬁia aminoacyl transfer RNA (tRNA) synthetases luwSu
yhliAnn1e wiglnuies ftheo1vasilennsvesndunilesniay Usndnuau (interstitial lung disease: ILD)
N39988nL@U (non-erosive arthritis) feiilinauin1sidadeues ASS deldinayin1sitiadeues Bohan and
Peter classification” wionna the modern ACR/EULAR classification &agldia1n1sauiu DM uas
PM fimna ust ASS Aldnvarvaoufvenuasne s Imennduiie (muscle histopathology)™ ididnues

g Feszezraa dadungulsanduiledniauwenaenu1atn DM NAM wag PM

2INILLASDINILLEARNY

anmsnéuiesniau (Myositis)

fiheinaziionssouussiuua fun viotndunde dndvaindnnsouleinduiogs (K
WABUsEINL 4000) uilsannderar 25 vesithedil anti-lol WWunauan e19aglinuennsmandaiiiold
(hypomyopathic or amyopathic) wsisinagnuseiu CK g1 wialianuRaUunfveansnsavlninideds
Fuinvzuansianmenduiiiosniau (membrane initability) Sstmelunisinauladennduiiefiosldas
579319 muscle biopsy uana1ni muscle MR Sstisuansisnznduiiouin (edema) aeludon

6D Yoot ¥

nanutledmivdmsamene Sinelauiu® dedugUie ASS nT18A5AEANTIA UasRANNTERU CK
Wag/M31N9edansI9 Ity vise muscle MRI fanansodansiale lieusziliuen1svesnaiuiile
anieu

lsaUandumasandoa (interstitial lung disease: ILD)

59 gaagnuliveglugiennuwauiven

aranauldUszanSesay 71-81.4 dufunsfinu
anti-PL-7 anti-PL-12 way anti-E)*? gthesinazandieeinisleutien uvthen wiewmilesieiilessnus
(physical exercise intolerance) n193ad8L Uz ALY High-resolution computed tomography (HRCT)
uag Pulmonary function tests (PFT) (lUsafnwaifisifinainuuansufiinisinudsenlulsalon
Suwosaidn nlsandunidosniaulivsuaimgluglug wea. 2565)

2IN15N9RNILS (Cutaneous manifestations) mechanic hand wuuszunausesay 16-21
Gumg}’ﬂw ASS I@Elﬁju (fissured, erythematous, hyperkeratotic eruptions) %zwumnﬁmmau%mﬁa
Tnawavne il aglinuiindsdie vierhile wazanunsainfivinld Sondn “Hiker’s feet” (hyperkeratotic
eruptions on the toes and feet) ﬁuﬁus] Finule T ﬁmmuﬁﬂ’m DM 19U Gottron's papules, Gottron's
sign, heliotrope rash, shawl and holster signs %38 cuticular hypertrophy

a’lﬂ’lisus] ‘ﬁwuiwlﬁ WU arthritis, fever, Raynaud's phenomenon

Pulmonary hypertension wuldseeay 7.9 TugUie ASS dnaziinnumas ILD
Polyarthralgia @z polyarthritis wulduszanaudesay 58-70 vty ASS®Y d@lvginunuy

symmetric polyarticular arthritis fsUszunaisosay 70 Mudeenaaziduwuy oligoarticular #38 asymmetric

arthritis
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dm3u myocarditis wagaziFanulsties Fdlaiunnsennuszansinly Sauusilifnnsownuey
¥39A10IN5VE U

Autoantibody profiles Tutlagiu i antibodiesTiansnsadsnsialafiuszana 6 4ia Ao anti-Jo-1,
anti-PL12, anti-PL7, anti-EJ, anti-KS, kag anti-OJ @usnnnuiigawasianed o1nuraiesia snagiin
INNITHANAIAN1VBIUURNTS

Anti-Jo-1 wuldvesfian Uszanadesar 60.3°0 ensdulng wuennismenduile uas
Fosniauiu wazinensoflsafifniueufivefivindug lungu ASS

Anti-PL7 wag anti-PL12 dunniinde1nns isolated ILD wiu waznensailsalidess

Anti-OJ dhusnnagnsaalaTignses immunoprecipitation SsasalaildluiesufiRnisalmly
o1msaulugin ILD (90%) myositis (75%) wuilszsu CK fige uazsinnuiionnisseuusmnnld®”

Anti-Ro52 unauRuoRfizeni myositis associated antibody %dwuiaﬂﬁﬁuLLauauaﬁﬂjﬁmguﬂ
Tnelanz anti-Jol Swinduiusiulsafisunsenniy Mernsmalen némiiouaste®

et wuzilfdmsn MSA uay MAA ynsglugthefiasduanznduiednay vie ILD
linsrvanivg

M53193815A 97199z 19LneINN5IRATY Connor’s %38 Solomon’s criteria Al AIANSIIT 6.4

15197 6.4 Connor’s kay Solomon’s criteria (ANLUAIIINLDNAITDIDINUELAY 51)

Connors et al,, 2010 Solomon et al., 2011
Antisynthetase antibody* $91AU81N1513991713 Antisynthetase antibody* $9uAU 2 major 39 1
wanseehation 1 Yeswielud major Laeg19uey 2 minor criteria
Myositis by Bohan and Peter criteria Major criteria:

Interstitial lung disease (ILD) not explained by Myositis by Bohan and Peter criteria

other causes ILD not explained by other causes
Arthritis Minor criteria:

Unexplained, persistent fever Arthritis

Raynaud’s phenomenon Raynaud’s phenomenon
Mechanic’s hands Mechanic’s hands

N13ATIAIMWIBUUANT
wuzihlvdansrasenaluil
» (CBC, liver function test, renal function test, CK, LDH
« Anti-aminoacyl tRNA synthetase (anti-ARS) 01a@1u1506901923 6 Wiz lidnsa szt

Tun19399dy wazvennensallsala laganizloniandunusiu ILD wiauziSlulnay

LauRUBn " *®

wazdstieduunlsandilodugsiuaiy dnlanasniun1eIn1nieaatin
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o 1959509ANIT98Y D1aunTadnsale wuzidlrdewsia wsnzdslunisiuduseslsa
1 1 a v dle v Y} d‘ A o v
MBINTTEDUKTY NAINNAIULUD 8NLIUTEAU CK 1geune #3ad1u13aM1 muscle MRI 19
9199z i

- Muscle biopsy Hunisasranasgiulunsitadelsanduiledniau draunsadmsale
uuzi lidensaa wsizdelun1sdudunisitdady Felidnuwazanizlunedinendiuils
Tungu ASS? udden1snseatinuasna Anti-aminoacyl tRNA synthetase (anti-ARS)
W leu ASS 9199z lidaerinle™”

A155NEN

[ |

daunnudngudnazilu retrospective or uncontrolled trials Fstayadiuluguinaingiae

Y
G 2

IM 2iindue) Wy DM PM TnensshwiiunueSeasiiinuni wu Jea nduiile wiede
N353l (General management) wuziiliUssiliunazdwmsivnueiusiiinund
Predominant ILD wugihdnwiiiuiunuuuanssneilsadensunedandoa mnlsanaunile
snaulinsuanvnluglveg w.e. 2565
Predominant myositis
+ Initial treatment
Prednisolone 1 mg/kg/day ﬁ’m%’uEE‘l'J’Aaﬁﬁmﬂ’ﬁéammmﬂﬂﬁmLﬁaﬁmauw% methylpred-
nisolone 1 g Maviaaadons Wuna 3-5 Ju dwuitefiionnssuuss vieliornmsvaneszuy way
Aoy anuuA prednisolone MdTaNEIMIEwHLA 13 CK anasndusgsesuund dufndedldiam
naelfou n1sanen prednisolone (tapering) Tanas 5-10 mg/month IUNTEIY 20 me/day f\]’mﬁ?u
FD8 aATLINAY 2.5-5 mg/month Tasgeuidsndunile uagsesu CK
¢ Maintenance treatment
Tuijﬂaaﬁﬁmmiﬁaa fauunans wugthlvi immunosuppressant AU lunawriu prednisolone™
Tneillsdonsusioluil
- azathioprine (goal 150 mg daily)
- mycophenolate mofetil (goal 1000-1500 mg twice daily)
WaNLAL9N131Y Methotrexate Li18437n919921AA drug-induced pneumonitis uaglaifivdngu
avfuayuIiusEanng

- VIg®"*® 3@ cyclophosphamide™ #3® rituximab®" ©

) = fo W v a

919avilUsylevidmiugtheiiennis
M3uuse velineuaueian siNwIMEITUINSEIU Freliiumaweina1uile wag ILD TiRTukasanseiu
K et

Non-pharmacologic Huzi1n1999n1189018 (exercise) LUDI91NTIWAANIIZNITONEU Loy

wdﬂL P d’f\lyugj UoUd oud'?;l . . (61)
WINALUNAULUD LA ANUULULUIUTNYINYATNUIUALNBNA aerobic exercise program
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MIUARARINNITINE (follow up)
o AISUANINTINYNUDYN 3, 6, 12 LADU
a o w [ dy [ @
«  AITAARIUAIAIURINATLLLUE (motor power) Wag TeiU CK Wussee

- 419ensRlniilade 3e muscle MRI e Uaedinsouuss wilinssnuiauiue,

5. Inflammatory myopathy associated with overlap syndromes (overlap myositis)

IﬁﬂﬂﬁﬁMLﬁaﬁﬂLaumﬂmmﬁﬂﬂﬂa%\igﬁﬁmﬁu (M) Sunmefinutesifios 1:100000 Uszns
Taenulumwangannniive (2:1) lnenuinusesanuiosas 20 maq;liﬂwmmaaLﬁmmmﬁ'mﬁ’uiimﬂfa@a
\AEmiu (connective tissue disease) wiinduq w3ofiSeni1 overlap myositis®* Tngfanuuas overlap
myositis #1889

1) gUeilonisuazomsiansiilafiuinaein1itadereenig IM 9y connective tissue
diseases vfindu Tsafinuvagldun systemic sclerosis (SSc), systemic lupus erythematosus (SLE),
rheumatoid arthritis (RA), mixed connective tissue disease (MCTD) wag Sjogren syndrome (SjS)

2) Jheiinng myositis $3UAU clinical overlap feature agetiey 1 8819 UAL/YIT0 ATIINY
myositis-associated antibodies®”

a. clinical overlap features Taun polyarthritis, Raynaud phenomenon, sclerodactyly,
scleroderma fiustnde metacarpophalangeal, scleroderma calcinosis ﬁﬁ’;ﬁa, lower
esophagus %39 small-bowel dysmotility, diffusing capacity of the lungs for carbon
monoxide (DLCO) Uagninseway 70 ¥4 normal predicted value, interstitial lung
disease 911 chest radiogram 9138 CT scan, discoid lupus, AFIINU anti-native DNA
antibodies 517U hypocomplementemia tHudu

b. myositis-associated antibodies U anti-Ku, anti-PM/Scl, anti-Ro antibodies (SSA), anti-La
antibody, anti-U1-RNP 1Jugiu®e®

P9I EAEDINITUALOINTUAANNAREN TINTKHANITATID MAA a1unsanUInguvaslsa
overlap myositis teraien oo 670

« Polymyositis/scleroderma (PM/Scl) syndrome L‘cﬂuiiﬂﬂﬁjm overlap myositis ﬁwuﬂaaﬁqm
(5-43%) Fafidnwardnnizniaedinldun Raynaud's phenomenon, fnnsvuuazudsintuvesionia
(scleroderma), nizdniauvesnd e (myositis), WS (tendinitis) uazd (arthritis) uenaniidananse
wunIzUensniau (ILD) uag esophageal dysmotility liuszanauiesay 32-78 vaagUae Fanmendmiile
snualufthenduiifnagfionnslisuuss uasinafiuturesseduioulss Ckldidntion Tny MAA fismy
Tun1zdlldun anti-Ku, anti-PM/Scl wag anti-U3-RNP antibodies

+ Mixed connective tissue disease (MCTD) v¥elsaiioidoriaiunuunan iulseiiiaeiionnis

p819tlee 3 pene fasolUll laun Josniau Jaflouded (sclerodactyly) Siouan (puffy hand) nénailesniau

#39 Raynaud's phenomenon $uAU ATIANULBURAUBAYHA anti-U1 ribonucleoprotein (anti-U1 RNP)
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+ Systemic lupus erythematosus (SLE) with overlap myositis Taganunsanunnzndnuie
dniaulsszanadesas 2.6 Tuffthe SLE Seinaewulugthsengiios waziinnuduniudiuanie active SLE
agnalsfinudilsin autoantibody sumzsentIzd ™

+ Rheumatoid arthritis (RA) with overlap myositis annsanuamznanilesniaulduszana
Sovay 5-13 wazilauduiusiunng active disease!””

. Sjogren syndrome with overlap myositis ansanuanzndmiesnaulaszanasesas 3

Tngdnudu subclinical myositis S UB1INTIINY anti-Ro/SSA uay anti-La/SSB antibodies

N1IATINNUANNBIUHURNS

uaﬂmﬂmmsLLazmmiLLamﬁLﬁwléjﬁUﬂqu‘liﬂﬁLLé’afu NM15MS29979 serology tAKA myositis
associated antibodies {umsasiadfudmiuidadelseil Tnesdinues antibody axiimnuduiusiu
o MsuazeINIuanwveslsa (113197 6.1) uenaINtin1samsIan1e serology Buq WU antinuclear
antibody (ANA), anti-double stranded (anti-dsDNA) antibody #38 rheumatoid factor
Almnudnlumsnsiamlsn connective tissue inusaufunngnduniesniau

mMssTaiiumsoiRnsAtiunumddglunsitadtlse Tnewuinssduieulesindaiile
CK ﬂﬂ%q\‘isﬁuﬂwﬂﬁlﬂuﬁu uaﬂmﬂﬁé’quﬂwmmﬁwﬁmaa inflammatory markers Wu erythrocyte
sedimentation rate (ESR) %38 C-reactive protein (CRP)

p1aiIsNEM TN TaTEM e Ie1veInduiie (muscle biopsy) Inednvaefinuinas du
nauilosniaunuuldsumziuriaveddsa (non-specific myositis) Aonuwadnaunilenauayivad
nénanfoidalmi (necrotic and regenerating process) wilinudnwassTidléiiulsn Dermatomyositis 138
Polymyositis lalA perifascicular atrophy %39 lymphocytic cell infiltration

miﬁmimdqmwmaﬁawﬁﬁﬁmﬂunsaﬁﬁmé’ﬂdwﬁmmﬁLLaxmmmammmaiﬂwluszw
Bue

- szuuUN1TEla: Chest X-Ray %39 high resolution CT scan Way pulmonary function test

- szuuihilauagwaoniden: echocardiogram way electrocardiography

- FTUUNNNLAUDIYNS: barium swallowing test, esophageal manometry 38 upper gastroin-

testinal endoscopy
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M99 6.5 ANANRUSIZNIN Myositis associated antibodies fiuaINIsHAZEINITLARN (AALUAIAN
LONENTONDINUNBLAY 64 Ly 72)

YAV Connective o an
A . . . BINIILLASDINILLEANY ANWUSNINNYIZING
Myositis-associated tissue disease aa < v X
i . 4] , VIﬁ\iﬂﬁUﬂi‘HiS‘U‘Ua‘u’] VNNANULUD
antibodies NWUTIU
Anti-PM/Scl Scleroderma mechanic’s hands, calcinosis, Raynaud’s  Non-specific myositis
phenomenon, sclerodactyly,
ILD esophageal dysmotility
Anti-Ku Scleroderma ILD, arthritis, esophageal dysmotility,  Non-specific myositis
Raynaud’s phenomenon
Anti-U1snRNP Mixed connective systemic sclerosis, systemic lupus Non-specific myositis

tissue disease (MCTD) ' erythematosus, rheumatoid arthritis,
Raynaud’s phenomenon, puffy fingers,
polyarthritis, interstitial lung disease,
pleuritis, pericarditis, esophageal
dysmotility, nervous system

manifestations, pulmonary arterial

hypertension
Anti-U3-RNP Scleroderma ILD, arthritis, esophageal dysmotility,  Non-specific myositis
Raynaud’s phenomenon
Anti-Ro Sjogren’ syndrome Sicca’s symptoms Non-specific myositis
Anti-La Sjogren’ syndrome Sicca’s symptoms Non-specific myositis

N153N8N (Wugiifl 6.2)
iesannlsifinsmeassuuuduuaziinguailuay (randomized controlled trial) Fs8slaifiuin
iR dunasgiu edrslsfinm wugilidenitnsnuilaedilsdannuguusiveslsauaz oy
wnsndfeulussuvetezdug sause™
Induction therapy
. wugihlSnweie prednisolone a1 0.5-1 meg/kg/day tHunan 4-6 dan
o MIMANLALINTINWIAEYY prednisolone YAgY (1NNI1 0.5 me/ke/day) TugUae
systemic sclerosis with overlap myositis fesanenadfiuenudssweanisiinniig
scleroderma renal crisis
. yngithediennssunsanaviedienmsialussuudusuusorafiansantd
o Methylprednisolone yavasaden luwuin 1 g¢/day WHuan 3-5 Tu uamenienis

T9en prednisolone Tuvun 1 me/kg/day nnsun

o Intravenous immunoglobulin (IVIG) vua 2 g/kg vn 1-2 \hou
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Maintenance therapy

waaliinns3nwIde prednisolone AW UsEaIaL 0.5-1 me/ke/day LUuwian 4-6 §Unvi Aee

#91501aATWIRYT prednisolone a3t lagUsziiuannnismeuauesvedUle

Tunsdliilineuaussdenssnun videiidevhuesnsld corticosteroids anafiansauldennag

¥finduT Sausiey

o Methotrexate IWIABUFY 7.5 mg/week LLﬁSﬁ’]iJ’]iﬂU%JU‘UU’MEHL‘ﬂlwﬁuﬁag 5 mg/week
MuMIReUALDIveIEtae Tnsvuinegegaiilife 25 me/iweek

o Azathioprine YuaBugU 25-50 me/day Uurunaifiuaday 25-50 mg NN2-4 FUAY AU
seRugegnliiiu 2-3 me/kg/day

o Mycophenolate mofetil ¥uUA 1-3 g/day

mngUieiiennissulsannvielineuauewan13$nwaly corticosteroids luungs w3e

gnngiiviindu o1afiansauly

o Intravenous immunoglobulin (IVIG) vu1a 2g/kg win 1-2 Ao

o Rituximab a7l 375 mg/m? yewasaldena 919ndazAss Anreiy 4 01¥ing 3o

750 mg/m’ N9vann laena 2 ATY WeiU 2 dUani
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u

WHUAEN 6.4 uLumensidadelsanauiilesniauiauinediulsaiioane iy

» Pure muscle weakness, elevated CK

» Other organs involvement

Inflammatory myopathy with suspected

overlapped systemic autoimmune diseases

Y

dnuwaiznenaiinlueieaziu (specific organ involvement)
Vasculature Lung Skin Gastrointestinal | Joint Kidney
- Raynaud’s -ILD - Sclerosis - Esophageal - Arthritis - Hypertension
phenomenon - Rash dysmotility - Arthralgia - Pulmonary edema
- Sclerodactily | - Malabsorption
\d
4 N

Anti-Anti-Ro, Anti-La, , etc.
Organ-specific testing

- Pulmonary function test, HRCT chest

- NCS/EMG

- Echocardiography

- Ba swallowing, esophageal manometry
AV

Myositis associated antibodies (MAA)
Anti-Ku, Anti-PM/Scl, Anti-U1snRNP, Anti-U3RNP

l

Met criteria for specific connective

tissue disease or not

T

Y

Mixed connective tissue disease (MCTD): Anti-U1snRNP

Systemic sclerosis with overlap myositis: -Anti-Ku, Anti-PM/Scl, Anti-U3RNP
Sjogren’s syndrome with overlap myositis: -Anti-Ro, Anti La

Rheumatoid arthritis with overlap myositis

SLE with overlap myositis

Taile

Undefined
connective tissue disease
(UCTD)

TS Ay -
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M13199 6.6 asuuuImenyUiRlsanauiledniauannanuiiauniangiiauiulugive

q

Y

aa L &I L a a a
ﬂﬂi?uﬁlﬁﬂi‘iﬂﬂg’lﬁdL‘I.JBE]f’ILﬁU"U’mﬂ’J’]SJNﬂﬂﬂﬁlﬁ]’]ﬂ{‘]uﬂﬁlﬂu

1.

TunsitadeuaruislssnnvedisananuiledniauananuRaunfivesgliauriu anansalslavianasinisitady
299 Bohan uay Peter (A.f. 1975) ¥i3e naugin1531a88989 Against Rheumatism/American College of
Rheumatology classification criteria for adult and juvenile idiopathic inflammatory myopathies and

their major subgroups (A.#. 2017)

[

. M3asImaiesiinisieativayunisidadelsanaduiledniauainainuiaunfvesgdAuiuals

q

Usenausie

- Andulesindanile (Wu creatine kinase)

- mansliiinidadeveadulssamuazndanie

- mannafiandudug muarsmsnzadludtisuarneiieitadousnnlsandandefiinanamgdus
wu TsaRnde auvnaneuavansiin lsaugnssy uazlsaseul$vie

. MsnnanissliRnsieaivayunsiiadeuazuenyseinnvadsananuiiledniauananuiaunives

plAuAY asnsodamsraiuduiiensiaduaineinismanain wagnamsdmsadosiudiliaunsnitads
visousnUsznmveslsalddmauuazfihoogluanunetuiafiannsaviinsnsadiudals Usznoude

- Myositis-specific antibodies (MSA) wag myositis-associated antibodies (MAA)

- madindunduniloiiiodmsravane 3inen

- MsnTamasdineveand e

. NM39TIameiesljuinisiiiuin iiven19ifdadelsaiinsudulsanduiiedniauainanuiaunives

alfuiy ansndwnafindulugislsandmdesnavinauiaunfvesgiduiulssiniiidevsd

wazfthoogluanumeruiafiannsovhnsasadiadls Ussneuse

- MIATIMNANE interstitial lung disease Tugtae lsandnudesnauainanufinnfvesgiduiu
wiafiilonaiin interstitial lung disease aumalavoy

) 2 A Ao a ) 2V Y
- NIR5I19RANTBIMIsANZISe Tu IM sfianiilenainsuiulsauzslauas

- M3dmsIavlsaLileidainediu (connective tissue disease) Tugthelsanduiilosniauuisuiin
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A155NBIREEN
. . STAU  UNMUNYBY  STAUANIN  LBNEIS
ﬂqLLuzu'] o o o b4 a
Auul  WaNgIN wWeauna | 81989
5. N3N UIRUTDINAUL LIRS NLE@UTRA DM PM NAM ASS T,S 21-25

vizo OM lugfiheifionnisliisuuss msesld prednisolone
1 mg/ke/day udduusn Inglvien corticosteroids w1z
Wuna 3-4 daviudireny anvuavesenas eriae
Bufiensity lnewdloanvuneiands fuaeaaslden
corticosteroids vunRNINAUIINAgIvEeNAgiTluTUIA
i sewledluszeznan 6 Weuls 2 U iiedesiunisndu

Hudwedsa
DM PM wag NAM | B
ASS ez OM | C
6. M3snwlesduvesnduiiesniausiin DM PM NAM ASS T,S 21-25

w38 OM Tugthenien1ssunss viseden1ssaulussuudy
TULS A59z 1% methylprednisolone 0.5-1 g NsviaaALGOAMN
1J3 [ 1 o

WWutaan 3-5 Juduainuwsn

DM PM NAM ASS tlag OM C

7. M3Uszfiunsneuaueran s Wefinnsananawing TS
Tgnsusedfiuonnismiemdiin lon 9an1sesulswayn1snay
AU vhAetnsUsesIulaRATY SaufunanisasIamaes
UFTRNS 1wy Aveaduleindundeanas

DM PM NAM ASS way OM C
8. lugfthendanilodniaunlin DM PM NAM ASS o OM i T 34-40,
Lineuauewiayn corticosteroids3aliaN1sus LAY 51, 58

081999050 viseinmmameladummannauitieseuuss
Hlgmilunisnauens anansaiasaniden IVig lnaldvunm
2 g/kg WUSlH 2-5 Ju wagiasanlien Vig egmﬂ 1 hiou
UNTNLANIOAIUANBINTVRILIALR

DM | A
PM | B

NAM ASS uag OM | C
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STAU  UIUNYBY  STAUADIU  LBNdIs

ALUZUN . . o A

AUzl WANgIW  weauta | 891989

9. fUhenauiledniauyiin DM PM NAM ASS vi3e OM Tugas T 26-33,
A53NYILUUABLTRY (Maintenance) wugdld Steroid- 50

sparing agents 1w azathioprine, mycophenolate mofetil,
methotrexate ¥3® cyclosporin AuglUiiuen corticosteroid
desnnlsafedensinudssnanidutuiosdaifior
UaZAANIINEUTDNLIATEIINNBUEN corticosteroids

DM iag PM | B

NAM ASS wag OM | C

10. gUrenduiledniausiin DM PM NAM ASS 138 OM T 41-44,
ldneuduonaen corticosteroids way IVIg Mansunlden 51, 60

rituximab Taglilurun 1g yn 2 fUavi i 2 A5 8193
ylron1snanauesniaunay UanduLnosasmaea
ad vy % ¥ a A Y o a

Auule wazenalviengmn 6 wew iielasiunsmisuvedlsn

DM uas PM Il B

NAM ASS ag OM | C
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=
AMANUIN UNN 6
] 1% Y o . <
AANUINT 6.1 N15ATIANAULLBREARULLMANLWAN
4 1 < ¥ dy [~ d' 4 dy

nsaTnYsdudrannaaile (muscle MR 1Wun1saiadiiegaenatuiileuiy (muscle
edema) lagdansia TIW, T2W uag T2-weighted short-tau inversion recovery (T2W-STIR) lngn1sna
deygnadludiusne T2W-STIR vihlvlensenigluduunsnlunduiile Aunduileuiuld Fewhumdsnasiilous
Wusunianmunzadlunisdadunduitedamnamesinel nevilua139ens1aNduunaeane Vs asuuy

@997 USRS ANTUNAULTLD

TiW T2W T2W-STIR
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Isa@ontuna:namuitiodniauluian

Juvenile dermatomyositis

Juvenile dermatomyositis JDM) 1lulsananuiledniausiinisesainuuseiigatuin lnednegly
nauvedlsAnduiiedniauananuinUnivegilduiy (inflammatory myopathy) @siinalnnisiinlsa
PnglAuiwInuraUng Ineiidademaiugnssuniuiuiadedunndennnnsedu Wy uasegd n15inie

Judu Flide vasculopathy TrasadonruIALan (capillaries) AuDTBIzA199) IAANITVIALEDALAZAT

[

Snaulpganiznaniiioany snidusumlananudodiuaurinlvien1snanulo 9 ouLsd Lazn1sentay

' '
a C

o ad o v oA . A a = A y a
s Geadindiudnwazianig 1aun Au heliotrope NUsaLUADNAT Laghu Gottron’s papules ULR7

€
€

a A

Yatialle HuLAITIVUSNATABN Talaz oIl (Gottron’s sign) usnanilonatinissniauneislzdue

U 79 LA s madumela la lanazvasnidon Wudu®?

\eannlsa DM Wulsanduiledniausiiaessianusanuldlunsid waslinauguwss
o biAnanzymwannuazdedinldmnlulasumsitadeuaznissnvnagaviuviaed adianudndu
A XY = 14 v Y dy v 1 ! v v 1
Munndmll arstianuianudilalunsouadUisiewu warasnsodwisludunndgiweinasield
lauA pediatric rheumatologist, pediatric dermatologist Way pediatric neurologist Judu ienis

WA nnsauainwdtielsail waznislinineinsavanaleaumsnzay

aa %
n1satagylsa
anuwazn19Aain

AUrelsaiidndennistunseldae seunde waslindlesndiuile (prodromal period) 1du
srgrnaRLAdUAILiaaneieu Aeundeliennisnanuileduurunazanseulsiegareaduneyly
9609174 (symmetrical proximal muscle weakness) $9UfUDINTODULTIVOINAULDUNUNAWNUDITNAY
(axial muscles) lnglangauis neck flexor kag extensor MNINTALTUIIATITULITIDIINUDINTVDY
Y & ' ) Y A o o v o q' =

nanuilemnelageuuss (respiratory muscle weakness) lalA 81nsnduauin dan idsauasu willos mgla
aun wagenanedldviediemela dmsuenismisiivilsaynuiunidudnuagianng (pathognomonic
lesions) i heliotrope rash JaiduiuAN R UIHIAADNATUL AU Gottron”s papules FuluRuy
duneuaUsNAULENUBY metacarpophalangeal Uag interphalangeal joints (RaguuandlunianuIn
1 7.1) A Gottron’s sign Faduiuunssiuuinadoiuauueniideren 4811 vawin saunaiuludnwey
5146‘] Tawn photosensitive rash, malar rash, V-sign, shawl sign, holster sign wagANUNAUNAYDY

. . & a v & v ¥ . . .
capillary nailfold uonaniienanueinmsmsidmtsiiunnzunsndeuveslsald lnsianig calcinosis cutis
way lipodystrophy d@susin1sseuudug fenanuld laun e1n1suande (arthritis ¥e arthralgia) 91015
STUUMNNLAUDIMNS WU 91n1sUaviesaInnasniaonvetalldoniau vilwiae ulcer, bleeding wag

perforation ®1N1552UUNLAUMELA WU ©1N1TNOULULRETUAAAIN interstitial lung disease (ILD)
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Tnganafauguusady rapidly progressive ILD vilbiiinnzmeladuiaiuazideTinla uanNG
919NUDIN5sTUUTlaLarnasndendnuldtes 1 arrhythmia, pericarditis, myocarditis,
valvulitis wa vasculopathy vendaiiortila®®

JOM Tuidintiufinuuand1s9in dermatomyositis (OM) Tugfluajognaneusznns fid dayde JOM
lail#fdiniudiulsauzi3e (malignancy) Famumirduiisesilugng fonawy ILD léfosndn uas
Tomainnnsunsndeunisimilsiizenda calcinosis cutis Teunnngn®?

mﬁﬁ%ﬁf&LLsJﬂIiﬂmsﬁﬁﬁqmquu 9 Gumﬂé’mLﬁaéaumﬂuﬁﬂmﬁﬂ U infection, electrolyte
imbalance, endocrinopathy, inborn error of metabolism, hereditary muscular dystrophy, drug-induced
myopathy LLaBTﬁﬂiuﬂﬁju inflammatory myopathy u 9| WU immune mediated necrotizing myopathy,

juvenile polymyositis, overlap myositis Laig mixed connective tissue disease

nssRiaALNTasUR RS

. mannamaesljiinsiteatuaunsidedelsa JOM msiarsandmyamesesUfiRns
Wiy 1wy muscle enzymes T8 CK, AST, ALT, LDH %30 aldolase (Wnanansadinsiald), CBC, ESR,
CRP, renal function, liver function test, urinalysis LLaxﬂaimwﬁ@ﬂiaﬂLﬁammi@m‘%@ occult infections
rouBul¥n1sSnuIshesNAnlidNfY Wy 1M5R3I9 Tuberculin skin test W@ tuberculosis-specific
interferon-gamma release assay, chest x-ray (CXR) Wiev sl m’im’mmwmﬁiuqﬁ]miz ANSYINIAY
S9N ITUIAINTID hepatitis B virus (HBs antigens, anti-HBs antibodies, and anti-HBc antibodies),
hepatitis C virus (anti-HCV antibodies) 1Judu imﬁy’qﬁmimdﬂmmLﬁamﬁ'mﬁmﬁammmqmq
endocrine %38 metabolic myopathies gu‘] 19 thyroid function test, electrolyte Tunsdifiasdonie
pan]

. yneglulssmenunaiianmsadsmsianaiesfoansduyluinetldfansandwmsiaden
Wi Téun antinuclear antibodies (ANA), myositis-specific antibodies (MSAs), myositis-associated
antibody (MAAs) Tag MSA way MAA fifluaiduuinudazsiadanuduiusiudneae phenotype vaslsn
JDM uaze199289uIen1TneInTailsn (prognosis) $URNYIEINNUHUNITI N8N zaN® 10
FaswaziBealunAuINg 7.2 wanewnsa MSA, MAA wazAUANTUS v IRty JOM
agalsfnulugUieu1991813iiNaN15M 538 MSA uaz MAA Wuau (seronegative)

. ﬂmimdqmm?}uq WeUsznoumsitade ldud mansasliiiidededulsyamuasndnile
(electrodiagnostic studies: EDx) tlaUszidiunsyiaursinduielnensianuanuiinundfid ey
myopathy pattern WU polyphasic, short, small motor-unit potentials kagWUNSNFIUVBY muscle
membrane irritability 1@ fibrillations, positive sharp waves, increased insertional activity Wag
high-frequency repetitive discharges N1501579 EDx W58 lUnSaliADIn1sLenanlsanIsszuulseay
9 WU neuropathy, neuromuscular junction disorder @3un15aIMsIANIINETSINEFUA skin wie
muscle biopsy siefusunsifady wuziilivinluseilduilalunsitedy wazdeudiaglinissnw

lngtanglunsdlngUaslidiuianigeelsall lng muscle biopsy lu JDM agwu perivascular

— e
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inflammatory cell infiltration wag perifasicular atrophy n13%1 skin biopsy wuziilviTlused

5 11

Ldulalumsifady wu lugdUlsndonisvsernunldlydnuugdtimzsalsn® ¥ uanainininegly

Tsengunafiannnsavinlde1afiansannisnsna magnetic resonance imaging (MRI) 989nd13ie
Lﬁaﬂizl,ﬁuﬁgqmmqul,mLLazmimzmstié’maUsuaaﬂé’mL‘ifa (extent of muscle involvement)
LazansaYIEUsENeUNIRANTMAuMLsTiazy muscle biopsy'2'

. mMIrmamaiesUfiRnsiiafuiiensUssifiuanusuuswesedoardu finvlulse JOM
Tnsenafinsandmsaifiuiuangluitisuseiideust visegluanuneafianunsarhmanga
WAl Uszneusie mamsiamaig ILD Tugthe JOM fiermsquuseieniiaiifleniaiin ILD Sauseld
W {Uqe JOM 7T MSA %fin anti-MDAS waz/38 anti-Jo1 antibody Iaan1ses CXR, pulmonary function
test (PFT) with diffusing capacity of the lungs for carbon monoxide (DLCO) siteUsyifiumsvhauvasUon™
Wiafia1504791 high-resolution computed tomography (HRCT) chest Tusneiasdennie ILD sausesely
N159593 ECG Lay/%3e echocardiography feusuidunnzunsndoureidla’® nsdimsiausaiiu

n1sndulae occupational therapy haziia1saas barium swallowing LiteUseidiuleniainnisdian””

19 A1589m599 occult blood, abdominal

n1544 plain radiography lusuvitsfiasdeingl calcinosis cutis
ultrasonography, waz/13e CT abdomen lunsilasdunmzunsngouniaiue1ns Wy gastrointestinal
vasculitis(5) ﬁﬂﬁmsﬂizLﬁummqmmmaqai’mzéﬁ’ma’n winanunsnidadennendtinlaenalidndusies
vinsdansan wilunsdifilianansaUssdinldandnumenianddn oafansandinsiafisdy

n539ady JOM e deinausives Bohan uay Peter”? dagitinasdiosdiiuiifdnwaziamzaeslsa
1 heliotrope rash %38 Gottron’s papules $aufudnuae Y il

1. néniediuduseuuss (proximal muscle weakness)

2. walden muscle enzyme didngs (nefadninundudailadinile)

3. EMG wuanwug myopathy

4. muscle biopsy WUaNWUE myositis

Tnganunsalsinsidadeidu definite JOM fie flheiiinausitedu 9 8n 3 4o probable JOM Asgthe
finasidedu 9 8n 2 4o way possible JOM ﬁaéﬂwﬁmm%ﬁaﬁlu q 80 1 40%? uenanitlud a.a. 2017
fimsiaunaeindlag European League Against Rheumatism (EULAR) Waz American College of
Rheumatology (ACR) Lﬁ@ﬁ’]LLUﬂIﬁﬂﬂﬁju inflammatory myopathy luwnuagilng Inelausulninisde
avuuuiasdonuntulunasiuiasde wasinsfiunasisug Wy 91y iEuTonns 91MmIndudiun
WIDDINITVRINADABITYINURAUAR NISMTIINU anti-Jol antibody Snwaisfinuainnisyi muscle

19, 20

biopsy™ * egslsinulunsufifindeuldinaives Bohan wag Peter unnintunsidadelsail

2, 3, 19, 20)

(s1wazideavenasinTidadedenianuini 7.3 inueinisidady JOM WATWNUNHT 7.1

wuIN9NITIadelsa JDM)
1 3 Y Aad ada o M i i Y &
'EJEJ'N‘/LiﬂG]'mlIQ‘U']EJU'NT]EJVDJNUVIN ﬂHm%LﬁWWﬁﬂJ@ﬂIﬁﬂ JDM LLG]I%JN@']ﬂ']ﬁ@@uuﬁﬂ%@ﬂﬂamL‘L!E]
%L%‘amﬂa:awgﬂ’mﬁi%‘ﬁu juvenile clinically amyopathic dermatomyositis (JCADM) Imaiuﬂa;uﬁﬂz

UsegnounalY juvenile amyopathic dermatomyositis (JADM) Wag juvenile hypomyopathic

— e
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dermatomyositis JHDM) Inglu JADM aglinunangiuveinaiuiledniauainnisnsianieiesu juinis

LokA N1301539 muscle enzymes, 11391539 EMG %130n15053aM19598 dwisu JHDM u wilifaelsifionnns

¥ ¥
a1 Ao ' A

gouuswondunie udagamanuarminunfivesmaissfoRnistrsuiivaiidnuarseand e
5ﬂLﬁU(21’23)

IUﬂiajﬁﬂﬂaﬂiﬂﬁﬁﬂwmzﬁumww&idiﬂ JOM $uldiun fu heliotrope %38 Gottron’s papules
uaz/v3e nsaiifUreliinevausiansnuuInsgIu (refractory disease) wimdgvinnsinwasdileda
meidadeuenlsadug fiensesurseiniandunileseunsswosiae 1dud 1sAne metabolic u3e

mitochondrial myopathies, inborn error of metabolism ¢ hereditary muscular dystrophy Wag

MNTEUAULNLLRL
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WHUANT 7.1 LunnansIinaaelsa JDM

Y

atypical skin
rash

HUieongtosndi 18 U fidnwagiudinizinuly JOM laun A5

heliotrope rash, Gottron’s papules %38 Gottron’s sign > skin biopsy

l

= ¥ dy !
1 ABINTINANULUDDBDULLI 19712

IWUU proximal muscle weakness

}

- . y aunsailiede probable JOM 161 . e

—> N work-up MN&ELAR)

muscle enzyme muscle enzyme

Anlsndue) oanluuda*

il 5 il
\/
R B s bolermsy Juvenile amyopathic
AATEATELYA VRIS dermatomyositis (JADM)
AnlsAvtingue) MSA/MAA

diagnosis

l

JDM diagnosis

l

AININNIZUNINADUAIUDIEIZHAE
1 CXR, PFT with DLCO +/- HRCT
chest, EKG, echocardiogram,
UA, stool occult blood

l

Start Rx

A

e ¥ vsnghs wugihliiansailunsdifiaaungiuiaianunien

*ansafiiansadnliinisifady probable JDM wagdsmialiinidumnnzunsndoulsiay nsdlffiiusnvey
RN TIUAUDINITNAULLEDULTILAL/1W30ilA1 muscle enzyme HaUNG

{150V lus1eNTveasdslunTINNY SeRBIN1SNSEUTUNNTININY
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n133NE

M53w1 DM Uszneusmenisinwidesiilenuaunssniay wagnslrduustiniieteaiu
nstiduredlsa aiidosnnisdnulsadaoudsdudou fUiedinfiasdelsn JOM ynAualsldsy
ﬂ’l'ﬁdﬂ(fi@lﬂﬁﬂLLWV]ﬁQﬁﬂ?%’liy laun pediatric rheumatologist, pediatric dermatologist tag pediatric
neurologist LiiBENN15ENE LLazammm;ﬁﬂwaﬂNmLﬁm

reulvinssnwsheeluging JOM azdenhnmsuszifiunnuguusswedlsa lnegthefifnmguuss
voslseluszAuTuLss (severe disease) Wu fUhefitionnismegladiun nduduin ivaeadend ldsniay
n&nadlevladniau ndunilogouussuuuguuse (Aeeiuu Childhood Myositis Assessment Score
(CMAS)*™ <15 39 Manual Muscle Testing (MMT8)® <30) %30 rapidly progressive ILD® ' %
(FannauInd 7.4) dhuffledfiflsysunuguussvedsaeglussiuuiunats (moderate disease) foslsil
anwazvadlIAluTEAuTULIS™)

FUae JOM Telmifiiisldzunsidads farsanEumssnwise hish dose corticosteroids Tu
sUsuUEAvEafiu 3wy methotrexate (MTX) daniazass® (I, B)

1. s:jﬂ'aal*ﬁﬁﬂ'mJguLLiaﬁuaeiiﬂﬁaaw%amunmq W50uL9A prednisolone AuA 1 519 2 me/kg/day

13ifins 60 mg/day Samfiu MTX ww1m 15 3 20 me/m’ dUatiagass™ " (vunngegn liiu 25 mg siansy)™

Tneidensunuueiiuniesdlifonds® fedanduusiiluiiuneswinssamelfiuzindusuuuuia
Tfvifsreuguiuueniu sgdlsimalusiundsamalneluns fiR fansanGususnunmesiuuueiu
rould ilonuazmnlunsuimsen ynldneuausssionsinwm fiansandsudusuuuuedalsfomi
N3t MTX enslimauaiunistv folic acid aestias 1 mg/day Suavadaiteostunadnufsseen MTX
Taenslei prednisolone $aufu MTX dan1s$nwndianinnasTy prednisolone agnaifen®

2. flheiitlanisgunssssiuiiunansieszfuguussnnveiitamnisgadugvielisuise
Sulszniuenld Wwu dnmssnauveaduidanluszuumaiue s deinisnauaiuin®?® (I, D) fiansadili
high dose corticosteroids Iu;JIJLLUUEn?m

3. SLuﬂ'izﬁﬁ;ﬁﬂfmﬁmmi?wﬁemn W91384119 pulse methylprednisolone 15 §is 30 mg/kg/day
Yngeaakiiu 1 ¢/day Wuszeziian 1-3 Ju maneeadens® > mnlinevausmselenisugas
Na99n kA pulse methylprednisolone 813Wa158u11% cyclophosphamide 500 ¢ 1,000 mg/m? 9119
vaendenm otazase Wussevnaiunu 3 8 6 Weu iszdeskifiverulunisly Wy amezinde
szauindeusludeniinund lusu® > Taefiansanlit cyclophosphamide Augiu prednisolone (I, C)
wazABe 9 USUanuuInved prednisolone ad

4. ffunelsa JDM Tlineuausssianisinundredunaislusseziian 12 dUawindeainisy
M55 MsRsafiuns$he® (, D)

5. ffUaelsn JDM fifinadrafssarnen MTX wialineuauassienisinudae MTX saufu
prednisolone mﬁ]ﬁmimﬁLﬂ?ﬂlawﬁalﬁummjm immunosuppressive drugs 3u 9 WU cyclosporin A

(CSA)*** (1, D) 38 mycophenolate mofetil (MMF)*"*? (I, C) %38 azathioprine (AZA)?** ** (ll, D)

1158 tacrolimus** (I, D)
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6. Iunizﬁﬁﬂﬁﬂwkﬂ JOM liinausuassiani1ssneIuInIFIUAI8 immunosuppressive drugs
RsuNAiLNsSNwIEY intravenous immunoglobulin (IVIG)*"™* (I, €)

7. §faelsa JOM Whineusussdanisinundaeen prednisolone $aufugmatedalungy
immunosuppressives drugs i1saUasunsaLiunsSnwseen anti-CD20 1A rituximab™ (I, B)
#1389 anti-tumor necrosis factor (anti-TNF) lawn infliximab %38 adalimumab® **°? (I, C) #3®
JAK inhibitor & baricitinib, tofacitinib®*® (Il, D) ¥3e81afia15a1%i1 plasmapheresis 10U rescue

°L %2 Squfunstvienngy biologics viselvignsuiuvangviin

therapy'
8. é’ﬂ%&llﬁﬂ JDM fisiRuRwiTedniau fiansan topical corticosteroids %39 topical calcineurin
inhibitor MAnvtsumiafifiseslsa® 2 (1, D) AIsseiaseieling topical corticosteroids Tisuma
seelsrlndnniflosanerainnrzunsndouls
9. gUqelsn JDM FfiduAmTSnEU Ruwiuas w3aLunga clinically amyopathic juvenile

dermatomyositis/predominant skin disease Wa15a119N155n 10881 hydroxychloroquine® 2 ¢

(I, D) Tnevuinelldiiu 5 me/kg/day laitiu 400 me/day Sauiu MTX wag prednisolone®

10. gfUaelsa JOM fifl persistent skin disease S NALNNTSNEGIE IVIG 1158 MMF w3e
CSA(64)

11. §iaelsn JOM il calcinosis cutis finsandasielsiunmdideing Tne calcinosis cutis
duiusiunsitdedouasfnnfiand msldfunsinulussezusnvedlsaliiiome bisusaruaulsn
Traeuls satunslignenlsa JOM lussesusnegaiiuiiens immunosuppressive drugs Sdiaudnday
ileannsdniau auaulsaliasy iletestunnzunsndeusiangnn fihelse JOM 7l calcinosis fiangan
Lﬁmmi%’ﬂmLﬁaammié’ﬂLauLmzﬂ’m@ﬂiﬂiﬁawmﬂﬁu (I, D) Imel9i immunosuppressive drugs (MTX,
CSA, MMF, AZA, Cyclophosphamide), IVIG, biologic agents (anti-TNF, rituximab, JAK inhibitor) #5®
g1fifinasie metabolism vaduAaiuLazoawa (bisphosphonate, sodium thiosulfate, diltiazem,
probenecid, aluminium hydroxide) agslsAnaluiinissnen calcinosis cutis Sadinangiuainn1sane
Aireudnasain®

uaMs$nwilsa JOM sefuguusaosfsseduUiunans Rnsanmuununiii 7.2 wayseAuguuse
fsanmuuugiif 7.3 wwmanisidensndnwilsa JOM mmﬂmmwwé’ﬂgmuazﬁmﬂﬂﬁwLLuzﬁw
f50MA15197 7.1

12. dmdunsinunitlailden uaznsuFiaaa fuae JOM mslifunsuugihlivanideuauan
LazvNASUAULARTIIAN SPF agetios 30 wax protection grade of UVA (PA) agnatios ++ Lﬁai’]aaﬁwmqﬁ‘m

(1, D) vinmeamiUatietesiulan disuse atrophy Wag joint contracture 8nvisiansulioaniainy
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(PALUAIINNLDNANTON9DIMUNLAY 5(5)) (VUINYLAZITNTUSINTEAEALLDEARNIUAITIN 7.1)

fUaelisun1s3tiads JOM uasidledinisiisuradlsa JOM

}

[3u5nw192e high dose corticosteroids *n3i7ifu juvenile clinically

Tunsaln JDM EULLNU’mﬂa'N amyopathic dermatomyositis
155U oral prednisolone

. 93U methotrexate Uag
e oral prednisolone* AU MTX dUnmiazAs hydroxycholoquine

}

AUaeilu JDM s8AUguuss munanuingi 3 — > oy

A3l pulse methylprednisolone 1-3 4u

3

e
b=d)]
=30

Tafle l

Useiliuanmelsa
Yo95UE WU muscle strength,
skin disease, major organ involvement 128Uni [y . s
I ——> U (sannunaidavewndyine)
outcome measure lngrUag
visounATes

i 12 &Uan l l l

an 1% MTX sefiansen mnladannse
laifiu SSele S wen MTX delspeeu nusienadnafes MTX

Wusveznanegados 1 U AsaunUasusndu DMARDs

i MRINNEA steroids AU U CSA %38 MMF

PNAITUNY IVIG**
39 iy 1138 Wasuedu CSA
#38 MMF
A . .
138 biologics

l

' <, o ISUI af o aa ¢ v
R AN 2 > AU (Hnsannunaitiaveunndyany)

y5alaiicalcinosis Tyl *** ‘

Taily l l ¢ ¢

FPIUIUATILAY TZUZIAUDY
A5 IVIG iansananmnsed 1

AA15007 t aﬂ.d 1ok MTX wide MMF NATUMER
: steroids g = A g g
< v 30 CSA Mansanmgneiiiiiamn MTX #38 MMF %38 CSA
LWHNTIINET o “ o
(DMARDs, IVIG, biologic agent) Wiolsmasuiussezian
Walshasuuay ag1tloy 1 Undsanven
Woanunsaan steroids b steroids

*¥194) muscle strength, skin disease, major organ involverment
waw/"38n15UsEIIL outcome measure lnggthevsagUnATas




1uaNVNSI3 Immunomodulating therapy fulsAiduls:ainia:nauidoonnDAuAU

BRUNU 147 7.3 wwImeanssnelsa JOM 3u\'ﬂ‘Ui‘HLLiﬂ (ﬂﬂLLUa\‘i‘ﬂWﬂLaﬂﬂWiaNa\‘MN"l‘&JLﬁ‘U 5(5))
(GUU'mEJ'WLLﬁ%'JSﬂ’]i‘UTWﬁEﬂI@EJaBLE]EJﬂGHlIGYﬁ’NVI 7.1)

AUaendu JDM seAusuLss aun1ANuwng 3

TGETIaR Ty ma Wasuewdu v cyclophosphamlde (IVCY)
iouazads 3.6 e ewunitty mndianusudu

/

an1izlsnvesUle Useidu outcome measure I _ fR1sannunaids
lnggtheviseunases VDINNEE TN
14if l l l

- i . e £ an steroids T MTX NAsUmER IVCY
NATUWANUNITINY MENITUALUEN - P
.. . WIIUMEYA MTX nIaLasulu
tu biologics %39v11 plasmapheresis Wielspasuiluszozina DMARDs %iindu
< ! U . . ' 3 = @
WU rescue therapy 310U biologics pgsuey 1 U asnvign

wieliensamnuraleuin steroids

(immunosuppressive drugs, IVIG)

an1izlsnvasUie Useidu outcome measure
Inegheviseunases

[

HA15NUASTUIVD NN TN

,, l
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AANUIN UNA 7

AMARWINT 7.1 Heliotrope rash was Gottron’s papules

sUAMLERS heliotrope rash #uluRudineuvunusnauudenauu

(Iasuaugnangtheldiiemeunsanuiiasnisissunisaauig)

o , U =~ L a v
E‘Uﬂ’]‘WLLﬁ@QNu Gottron’s papules ‘2]\‘1LﬂuwuléuﬁLL@Q@N@JQQU?L’]M@WﬂU@ﬂ‘ZﬁN
metacarpophalangeal L&y interphalangeal joints

(Iasuaugnangtheldiiemeunsanuiiasnsissunisaauing)
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AANUINT 7.3

LNUIINTSINARE JDM

LNeU91vae Bohan waz Peter (ﬁﬂLL‘UaﬂﬁﬂﬂLaﬂﬁ’lﬁéj']ﬂﬁx‘mu’]ﬁll,aeﬂ 2 Ay 3)

1. Auiiianwadzianng (heliotrope rash, Gottron’s papules) | Definite JDM: Rudnwauzlanig + INa9ivadus 3 9o

2. NAULUAIUAUB DU Probable JDM: Rudnwazlang + inasidedus) 2 1o
3. Muscle enzyme 31A1ge Possible JDM: Rugnuazianie + inuaivedus 1 4o

4. EMG wuanwueug myopathy

5. Muscle biopsy Wuanwuy myositis

\neu9ivae EULAR/ACR Wasuunlsn idiopathic inflammatory myopathies IuLﬁﬂLLazﬁ:ﬂmy:
(éﬁ’mLL‘UmmﬂLaﬂmséﬁﬂ%wmmam 14 way 15)

wneua Azwuuiilaill biopsy | Asuuwiiedl biopsy

1. 9gisuLleIns

18-40 U 1.3 1.5

111N 40 2.1 2.2
2. NANULIDBBULSS

NANL DI DU IMUVANNINT TTNTULTINTUTLYY 0.7 0.7

NANL DI UMIHUVANNINT TA8TNTURTINTUNY 0.8 0.5

AL neck flexor 8aULSININ neck extensor 1.9 1.6

Pndinanulod A uspULSILINAIINANNLBd YA 0.9 1.2
3. WU

heliotrope rash 3.1 32

Gottron’s papules 2.1 2.7

Gottron’s sign 33 3.7
4. INNSNAUSIUINYIDDINISVDINADABNMNTVINTURAUNR 0.7 0.6
5. NAN1303IINVBIURURNS

Anti-Jo1 antibody 1duuan 39 3.8

A1 CPK, LDH, AST 3@ ALT &9 13 1.4
6. NBRFIY muscle biopsy

endomysial infiltration - 1.7

perimysial infiltration - 1.2

perifascicular atrophy - 1.9

rimmed vacuole - 3.1
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lnansidadelsn JDM msnaeinanand YseneulUsmeainisisuduiiongieenin 18 Ysaudy
anwarHuRInTsNILgsolsa lawA heliotrope rash, Gottron’s papules %38 Gottron’s sign Lagil
AzluuTILlALINAIT 5.5 azuuunsaldlavin muscle biopsy WiaazwuUTLANINAI 6.7 AZLUUATAININ

muscle biopsy (probable JOM Tpedl sensitivity/specificity = 87%/82% nailailavin muscle biopsy

wag sensitivity/specificity = 93%/88% n38ivin muscle biopsy)
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AIANUINT 7.4
dnwnzvasifiae JOM llsziuarugunssvaslsaoglussiuguuss & 142
- AAzuuU CMAS <15 58 MMT8 <30
- AN interstitial parenchymatous pulmonary disease izﬁU@ULLiﬂ
- fnmssniavvenduidenluszuumaiueims Taelimidadeileduasiiennisaios uie
aedudonan violin1sdansiannedsd
- fmnuRnUnAvesnisndu Geeesinisddn videdudusedd NG tube
- 1l cutaneous ulcerations UUTULIY
- ndunilevladniay
- ongdesnin 1Y
- ndusiessnwieglu ICU

'
a a

fUae JDM Nllszauanusuussvedlsaegluszauuiunans deduidnuazvedlsaluseduiuuse
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(preterm) amziminusnaaentes (low birth weight) agslsffmniieudndudedlasueingy
corticosteroids Turnugssnssst wupiliianuenisvesaswasmanlunsssoddlnddn®

2. yifdluayns MnTenumuTendy corticosteroids anansamsaanuldlutusluuiund
toesnn wardshifnenuisansenusensniifulsemuunmnunsmillsiueinau corticosteroids Sitesa
F1n1545uen prednisolone luvunaiiliiiu 40 me/day AeudrsUasnsesemsnuardalifisnenuds
HadnufessienIsnAna eglsidmniianudndusealdiueingu corticosteroids luvagluuyns
miskugiiInsmdinneinsiaunAvesnsnegidlngdn

3. ftelsndu lddimusidudesususssuelifutumumimiing aunsaduuune
ptntinasevesdiaeldmang

4. fgeeny fawdezlisnenuindgeengazdszavenludenainit eglsnadsliidoyauudnda
pudndulunmsanvuineadtugUieding s awugtlilden corticosteroids Tudgeengagnssednse iy

5. gvaelsadiu lifinudndusesfussavemunisinaue i

6. fUelsals lifinudndudesdfussauemunisiaueess

Povaulunislden (contraindication)
1. Hypersensitivity
2. nmsandendsliannsaauauls liun msfinesissezanai viselsaunaFevuansd \usuy

3. winundalidanunsamuauseauiinale

Fairunionanasanlilten (relative contraindication)
1. weduseIRuMaluNIEINIE01MNg
2. weiluseginmilanng

3. Useinfnianaen

nathaRsefionanuldainen
1. nathaRedduszerduvtadassznindiien

1.1 watn9ABenudanT (psychiatric effect) ds1e9usovas 3-17 lnedains euphoria,
emotional lability, depression, mania 31814 psychotic features e1n15AInaLNAATL 3 §Ua1riusn

MRNLATUEINGY corticosteroids wuinUadeideseie gnlasusiluvuiaiias (Wieuwih prednisolone

40 mg/day) IUsTAthemeaMmadnivinneu wazgnilusiudayiiulufensm
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1.2 deoneantumaiuens ddeyatiannuduiusseninanslasuen corticosteroids wag
aazidonsonlumaiiuemsdalddaan wifiorvgdiulnguuzilindnideansldeings
corticosteroids Tugifiusy SRidensenlumaiuemsunnou

1.3 Steroid myopathy wu31 fluorinate corticosteroids lauA dexamethasone &uWusu
mannmgildunnineieiadu ornsnduiedeunsainnuisuiiuinufurannniivinawy
mﬂé’ﬂ’saﬁmm?aﬂuﬂmﬁm steroid myopathy waziiaiudnduiaslasueingu corticosteroids
Tnsiawz dexamethasone wuziilwfUasaanidsnieifioanleniaiineinisndmiiesouusuas
ndaniled

1.4 anudesionishnide wuidteildsuelungy corticosteroids Tlonafindoulinguuss
wnniauund 2.6 wh warilenafadediliguusannniiauund 1.6 wh Tuuansdnsldsuengu
corticosteroids e1avtllinstiFuresnsinideunssdn wu hi¥adusniaud false lsameBiduse
(Strogyloides stercoralis) Fofureulvordauusilinge HBsAg, sputum AFB, Chest X-ray Wag stool
concentration for parasite

2. wadhafesluszezend

2.1 manansviaureseuiintn Mslasueingu corticosteroids Wusgezm UL
namsvhauvesessionmnnla dwalidenyaeidinanaziinamzaeuen (withdrawal syndrome) Ingl
omaduld ieons aduldendeu vinde fmduduge dminan wasnduniesouuss dafuie
Als¥uengu corticosteroids iuszeznaruilimsmgaslagyiui wuzhlides o anszfugiasauanngn
ngaela

2.2 Avascular necrosis gUiRnsaivesnzfanaegifesay 1-40 usnsnsiuluusaynnsing
famutesivinadeasinn ormsinuldun emstinuinaainnlagiamznaniu Mssnwiildds
NSNIFRA

2.3 lsawwwnnu wuigiléueingu corticosteroids flomadulsaiummnuannninauung
2.2 i

2.4 sanseanngu wuinslafuenngu corticosteroids tinlonalunisiinnszgnsensdiin
2191 LLazLﬁm‘lammﬁmmz@ﬂé’uué’qﬁﬂ 4-5 wh Teenuihnsnsteudifiesunns (feusi prednisolone
10 mg/day) Aflnafislemadulsanszgnngu magihedanudssiezdulsanssgnnunaziinnuduy
odlasuenngu corticosteroids wuzinilasuwAa@enyUszua 1500 me/day Lasudnniiud 3 lngliasy
afaay 20,000 gllnduu 1 n¥araduni wuzidrthelvieanidinieuy weight bearing kage1aia1san
198 alendronate wu1a 2.5 mg/day Wefineiinmznsegnwsuud

2.5 Cushingoid features siiintunely 2 wouusnudannisidsuen enisimuldun

%’ £ 49{ 4 ¥ U 1 C% 1 o 1 d‘a a . .
Umtindu Tuniumedenszduns (moon face) ludiuazauniusianiglusumdaninung@ (adiposity

redistribution)
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2.6 lsarialauazviaenidon (cardiovascular diseases) I n1azuamth lsneuduladings
WlaAuRnIng lnensiasu CorticosteroidsIusuu’lﬂ‘ﬁlijﬁL‘flu’iwzLjaﬂuﬂuﬁ'mﬁuéﬁUﬂ’liLﬁ@ premature
atherosclerosis

2.7 Yoymmainmds Wun T318en (ecchymosis) Ranitsunsas &1 (acne) aunn (hirsutism)
wNavedn NuU1e wnasauun (perioral dermatitis) u@u

2.8 YeymaumaiueIms n1stasu corticosteroids usnandunusiunziienssnly
MadvesRinanluds Samuiduiusfunisiiesuseusniau (pancreatitis) warludumensiu (fatty
liver) Famnldsuendanaridussesnanunuardmaliinanzdusniausassuuds (cirhosis) 16

2.9 Jgymmneen leun @i (glaucoma) Lazfenszan (cataract)”

N15LNNDUATN38198981 (drug interaction)

1. gauiudinainiia (oral contraceptive pills) gUaeildsusauindnuiaidiaazifinsziue
ngu corticosteroids ‘Lﬁqasﬁu Lﬁaamﬂm@mﬁﬂLﬁﬂammiﬁﬁﬂsnLLazLﬁmLmLmualaﬁsuaqmﬁﬁqwémﬁu

2. uiBen 1dun ketoconazole ua itraconazole edudorlunguiiinaiiiusesuen
dexamethasone, prednisolone ag methylprednisolone mnfirnuddusadldedananieiu wusiilv
wanaeensld dexamethasone %3 anuune1 methylprednisolone aestaesosay 50 anawIaUng
wiormnvile wugilideuunlden prednisolone weannnuiiinatrafesiosnia

3. Rifampin finaanseAuengu corticosteroids Faliuugiinlildenlungudsnanisiuiu visewndl
A ududedld uuzilvifinvunnen corticosteroids u 2 Wihvasvunaiy

4. isoniazid 5eéuen isoniazid Tuidenanauilefinislisamiueingy corticosteroids Fauugh
T¥ns932iuen isoniazid ilefimudndudestiednaniaudiueingu corticosteroids

5. 81ngu macrolide leiun erythromycin uag clarithromycin lajLLuzﬁﬂﬁﬁmmjmﬁﬁ'wﬁum
methylprednisolone leannen erythromycin i clarithromycin anTaLiusERUEN methylprednisolone
Tudenld Sawuziliflden prednisolone wnunisld methylprednisolone Wiafinudndugoddonsiuiu
g1 erythromycin tag clarithromycin pgalshAmnIndusosly methylprednisolone LLusﬂﬂﬁlﬁfﬁ’mﬂdm
macrolide ¥y 1wy azithromycin L

6. v19nulasa ritonavir srdnubidadsnananansnifinszdueinga corticosteroids 1 Fauugtiin

o I 4 [y 1 . . 1 4 1% 2(8)
WWﬂQWLUUMQQ‘iUUi%WWU@ﬂu AISARVUINY corticosteroids a9a819UBYTBYAY 25 INNVUINUNG

L= . .
2. g lnlansu (Azathioprine)
g1 azathioprine 1JugngnitmuntuassusniieldidusinagiidudulugUealdsunisndn

Ugniwedeie uimeaaaudilusunisnagiiauiudeihlvinmsthendainananliShulsaniessuuussam

Y

MAnangAuTuAUALeY (autoimmune diseases)

q
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AauUAMnduNanans

= % |

81 azathioprine (Juayiugueselungu 6-mercaptopurine (6-MP) 3agndnaglungu purine

Y Y
1d

analogue lngen azathioprine Weakhgsnigavgnsnedsuleglusy 6-MP Faluwunuelasiilgns
(active metabolite) #a3aniu 6-MP azviuizeniueulaisng o fis 1) vinufAsediuieulsd thiopurine

aaa

methyltransferase (TPMT) Lﬁmmmualaﬁﬁlﬁﬁqwéﬁa 6-methyl mercaptopurine (6-MMP) 2) ¥inUgjisen

o aaa [y

fiuteulasl xanthine oxidase (XO) WAnwuvualadnlilignade 6-thiouric acid wag 3) viuAzeniuieulasl

hypoxanthine-guanine phophoribosyltransferase (HPRT) Lﬁmmmuaiaﬁﬁﬁﬁm%ﬁa 6-thioguanine
(6-TGN) Tng 6-TGN fipalusduiansyuiunisassmdueniunisdudainisdansigst purine®

AaaulRMndyIauAans

N5RATUYDILT: 81 azathioprine NARTUlARlUMNLANEIMNT UarlnTianuanududurasen
Tuidengean 1-2 Mlumdsanuimsen

MM3NSEEEIvedEn: 81 azathioprine fnsnszaneiivedeldd winuififiesdudosfianise
WNSHU blood brain barrier Usganausouag 30 vo481 azathioprine az%’uﬁ’uiﬂaﬁﬂmﬁamﬁaLﬁﬁﬂqjiwma

nswaBLLUAIeY: 81 azathioprine axgnivdsuidumunueladiifignie 6-TGN Wundn
Tneuunusladdnarudusiiudinssuunsadmdueniumsiufinsdunsiet purine

nsidnen: Uszannidosar 50 vesen azathioprine gnindmsimlalusuvesuunueladiifiqns
aelu 24 Hluwdaanldiue uazdesas 12.6 awgnidainuganszanelu 48 Hlumddldsueuay
wuenanusenulgluduy

¥
Al

Jauelun15lden azathioprine ¥89l5AN1953UUUSTEMLAZNAULLD
. . L P s . .
81 azathioprine T Jug maLuaLAB 087 (steroid sparing drugs) UaslsANIszUUUITAMUAY

nénaile en myasthenia gravis wag myositis WuAU (S1eazdeaiiudnluunuenamgluudazlsa)

NNSUINIEN
Aa o I [y a =1
VWRLNTI MUY e15UUsEIUTTaEe YUIR 25 me wag 50 mg
YUIAEL: FUFUNTUIN 0.5-1 mg/kg/day naanniuliuenn 3-4 damiiiellaseauenlugis
2-3 me/kg/day

'
1 a

YaufjuRnauiEuen
wugilidensiansolull
1. Complete blood count (CBQ)

2. Serum creatinine e electrolyte
3. Liver function test (LFT)
4. Chest X-ray
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5. Sputum AFB staining lunsdifiasdetulsaven

6. madwmsrvTalsausls (latent tuberculosis) lunsdifiasdonsindetaiseann vildlnsnisnsa
tuberculin test #3® interferon gamma release assay

7. ATIANYDNGINNTE (stool concentration for parasite)

8. m31alhasarRudniay (hepatitis profile) laun HBsAg, anti-HBc, anti-HCV

9. Serum TPMT activity (optional) - 1IN unUIdsTenuUnsinnIsnan1syiauesunsyen
(myelosuppression) Ligsiulugithefiinnensoneulest TPMT viaflseduiaules] TPMT dosnitund
TunaeUszimauuginsnsaszduoules] TPMT nn 9 TeneuEue egslsinddnenugifniga
183013EN1sNANITTIuveslunseanliuninlulssinelne Fadelafidwugididanulunisdmgg
sanam enaldnisiesuszaudiadenyily CBC Aoulasnaslieuny

NTAANINNANS | TE

Mﬁqmﬂﬁaﬂ%’m: wugilvidemsia CBC, serum creatinine, serum albumin, serum alanine
aminotransferase (ALT) Wag serum aspartate aminotransferase (AST) vn 2 daviauninenlaseau
maintenance dose

a9 NelasERU maintenance dose: gl lidIns39 CBC, serum creatinine, serum albumin,
ALT waw AST W0 1 ifeufissiefufiuszerinm 3 Weou ndmnduwusilidsmsaegsiosnn 1 12 &ani
asmliﬁﬁiwgﬂwﬁﬁmmLﬁaaqqﬁasLﬁ@miﬂ@miv‘hmmmiﬁuﬂiz@ﬂ AN1N90d99TI9AN I TIuaNL
AULRLNZ AL

TusnsUsemainsiuziblvnnadanunsltenlaenismsaszaueulsl 6-MMP uaz 6-TG uadmsu
Uszndlne nsasradanandaliunsvans uupihlildnisnsnn CBC iegnisudsuutasmes mean
corpuscular volume (MCV) fiiiaiiu 5% 910 baseline w22

dlefinsusurunnen: wugilidimsia CBC, serum creatinine, serum albumin, ALT wag AST

nn 2 FUnvidesofudusvezingn 6 i vdsntuaunsofenuinileunsiienldszdu maintenance

dose(lz)

N15USUSZAUN

1. mﬂwudwﬁﬂaaﬁszﬁmﬁ@Lﬁamns‘hﬂdw 5,000 cells/mm? Lzt iansLaueNad haguInsEeau
2 A s ! 3 o 8 v ! v & a o X
inidenv1iansdIndt 1,500 cells/mm’ wugtlivgagnauninseauidnidenu1iasiiutu

2. winnugthedsgauindadonsinil 120,000 /mm’ wugilivgaeiauninsgiundniden
LNAVNIUNA

3. MNNUNSEAULEULLY AST wag ALT LAY 1.5 winva9Aund wuzulianenauninseauLau el

AanaMENFUNIUNG waznndagaiu 3 wih lingaen
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nsldenlunguuszvinsiivay

1. njesanssn TunQerassaneelasuen azathioprine LIAILANDUAIATIA WUIEIWTOLTEN
azathioprine sialuld annnsfnwinud lundadsmssilasuen azathioprine Imgnunsiinnmzanmisy
(malformation) w¥is (abortion) kaznmzaeaasn (stillbirth) luupndsanudgsisassanlalasueisinan
wiiliwuzihliSuenemninlonsundgmassanlinelasugnunneu eswndwiadeyasuaiuvaendy
lungqudinan egrlsnAwnmdmsuuzingirelunivenadrafesasaudssionafintulalugUie
N9 578

2. viieliunyns wddiuuyasifinnnudndusedlden azathioprine anunsalduisald sl

o Y a . . a % PN 1 Y 1 1 o 4 o ¥ |

g iSuen azathioprine Tunddliuuynsilidinglasuenneu sgralsidunmdaisuusingUaglung
YomatAsarANUFsToAnTulalugUenn g 18

3. gUheniinmvihuveddaunnses wugdilianuuing1aninuuinunfivevaniaenisnanis
o 1 B v 1 o o w = 1 Aa o '
nuvestlunsegn egdlsadilidiuusidnnuluSewearuinelugtheninsihnuredaunnses

4. gUheniinsinuresdiuunnses wusihlvanruingia@InvuInUnfliienanieanisnanis
o 1 S v 1 o o w A 1 Aa o Y !
nuvestlunsegn egdlsiadilidiuuzidnnuluFewauinelugtheninishnurewiuunnses

5. nauithenildviinenedesnit 18 kg/m’ v3eu1nnd 30 kg/m’ wuzilianruIng1a99In
ueUnAienandenisnanisvinnuetlunsegn Tnawugtliisueivun 1-2 me/ke/day wazmos

Wi 2-4 §aw auldsedunanunsaniuanenisle laglunstlerdenisnsianadensiume’”

Jainulunisiden (contraindication)
1. Hypersensitivity
a :j & A a v d' 1 Yo 1
. ‘myqmmiﬂmamyﬂwuwmmluLﬂsﬂmummmau
I~ @
RESUIVEAGN:

2
3
4. M
5

1Y

Waawazdaldanunsomuaunisiniola

. §iiiuse IR hepatic sinusoidal obstruction syndrome 1o

v a A v
nadraAgsnnulaaInen
1. watn9AeslusresaunTovI9TEinenIs e
v = dl 1 a 12 av v 1 a . ¥ % .:941
natafgsinuloe: AdUld (nausea) Tl4 (fever) souwm@e (fatigue) Uandeouaznduile
(arthralgia and myalgia) ﬂﬂmiv‘f’m’lmadvlmﬂiz@ﬂ (myelosuppression) iU (rash) fusniau (hepatotoxicity)
hypersensitivity 1921g (kidney injury)
natsAesnulalivuse: ieady (diarhea) Aussusnlay (pancreatitis) N353 (alopecia)
Sweet syndrome, upper airway edema, tremor
2. wad1umesluszyzen

aaziaie fUenlasuen azathioprine finnandssfiaginosnnninauung dsliugUeynay

nlasuenasnaimslasuniswuzdnislunisdesiudisiwasnsufuifmiioanaudesiainan
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AM2zu59 (malignancy) andeyanuingthefisueneminlensulusseseiiiugifinisel
a < .y B a % & 1 ca o 2] =2
N134iANELSe non-Hodgkin’s lymphoma wazsziSarmaunniu egralsnadalifinissigauienny

= Y Ao
LﬂEJ'JSUQQV]SU@L‘UUIU§3EJSEJ'TJ

AslasusAuILIALaZA1ITREAINET (overdose and toxicity)

fuaefild¥uen azathioprine iurumawinnizfivaine dnifatuluguasilldsuenmnnis
1.5 whneswuiagnunifinasarlésu nefennsnmsianuwesssuunaduemsiaund (Gl disturbance)
Wladut (bradycardia) NM3vieuvesiuRaUng (hepatotoxicity) Wagn1snanisvinnureslunsegn
(myelosuppression) Lawianmefivaneuusiiily activated charcoal nelu 2 Faluamdsannlésuen
plvlondu Tumefiinnmeivaneisuusugsiliionsannisenla (dialysis) Liesaneanansa

gnindnseisnisentald agnlsARddlud antidote anansalddnugmdeewilnlonuy

N3ANdUATN38198981 (drug interaction)

1. Allopurinol wutengsnandigridudamsvhauveseules xanthine oxidase dswaliseugn
azathioprine Lﬁ'mgaﬁﬁu mnfinnusnduneslden azathioprine sauiuen allopurinol kugiilianauinen
azathioprine asiovay 25 nUUIAUNA

2. 91n@% angiotensin-converting enzyme inhibitor (ACEI) E:Jjﬂ’wmﬁ%%m ACEI 23R8
azathioprine $aufufiserunsiinnmedasaznnsdadonvieild wmnfanusndudeddsusy
wugiliiRnmuna CBC luteiildenduszas™®

3. 13W13U (warfarin) Wu31e1 azathioprine @snsaanseauen warfarin Tuidenla lnadlingu
nalnuudn saimndanudndugedden warfarin 4y azathioprine wugiiliAamaseay international

normalized ratio (INR) Lﬁuixazﬂ(”)

3. gnelaluian Tuiéia (Mycophenolate mofetil, MMF)
Mycophenolate mofetil (MMF) (Jugniigniiamndeiielilunmsugnanseiorzuaglisnunlsn

mAnINgANiumuRLaINaneyin

AaanUAMInduNanans

MMF 14 2, 4-morpholi-noethyl ester 283 mycophenolic acid (MPA) I@EJLﬁaLﬁij’léiNﬂ’laLLéj’a
MMF aggn hydrolyze Ju MPA Ty MPA LaaL“‘EJumiﬁaaﬂqw'éﬁué’quwhmmmLaulszjﬁ inosine
monophosphate dehydrogenase (IMPDH) 6'?3&Lﬂul,aulezjﬁﬁﬁwﬁmﬁuaqﬂi:ﬁmumié’amswﬁﬁLﬁ’jul,a
Fulml (De novo synthesis) nstudansiauveseules] IMPDH d@uwalsf inosine monophosphate
laiaansadesuluidu guanosine monophosphate Yefigndsualliannsndauaszsimduleiu
nsvannsdaasdimdueiululls nuiwadifindenvade T cell waz B cell \Juwadfionde

nsEUIUMSHUsmaaNIUNsEUIUMsAan g weTulwidunan lunasfiwaddu 9 dherfunszuaunis

b b #
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v v 1

HARYIINNITLRUEANEAIIU (salvage pathway) ¥l MPA songddufinsuuswadveswadifinionyn)

yipnenarndunan®
AaanlRMndyIauAEns

N35ATUYeeE: MMF gnandulasiumaduemis Inevdintaiuenr MMF Wil MMF aggn
hydrolyze natetdu MPA aununniglu 10-30 wiiinasannlasuen™” wuin MMF a1 oral bioavailability
Souay 94-95'°"

NNSNTENLMIVDIEN: WU'jWLﬁamLsé'hqji"mﬂw MPA Fadusunueladiifiorives MMF agnszanedh
Tunanasnidundnuszanadosas 99.99 MPA ansnsaduiulusiudayiuldfunniifeas 97-99 eedlsi
sunvsladfisangrssudmehnuveneules IMPDH avatlugusass (free form) winiu fedunmeiifia
vilsziulusiusayiuludendsuulasenadssasoszivenludenld

nswaBuLUAIYeIe: B1avgRIILNUBAANKIY cytochrome P450 Taglanizeensds CYP3A
isoforms tkaw uridine diphosphate glucuronosyltransferases (UGTs) Dumunuelad 7-0-MPA- glucuronide
(MPAG) Fafununueladiiliifigniuag acyl-glucuronide (AcMPAG) Fafumunueladiifind eenslsid
WU ACMPAG ansnsansedulinn1g Hypersensitivity lmuﬁﬂwﬁlﬁ%’um MMF un9518°%

msidnen: Ussanadesay 93 vessngniumile vdeazgndumsgansy Tasdnivgenas
gnduluguvasaunualad MPAG flifignd egrdlsfinudngn MMF a1unsagngandunieing

(enterohepatic circulation) laUszanusesaz 40

PausTlunN15 1987 MMF 28915AN1958UUUSSaMUasnauLile
81 MMF T ugmaunuaifiesess (steroid sparing drugs) 9edlsAn1aseuuUseamuaznaiuiile
(518azuaiuduluunwenenzluwsazlse)

N13UINITEN

unefifisvtie: e1ulsenusiagn aun 250 me waz 500 mg

WA Buduiivwin 0.5 ¢/day Mﬁﬂ%ﬂﬂﬁuU%’Umﬂﬂ 23 dUpiitellesesuelugas 2 o/day
Tnouslss 2 ads asay 1 ¢ (25)
FoufiAnauEuen

wuzihldsmsranaseluil

1. Complete blood count (CBC)

2. Serum creatinine Way electrolyte
3. Liver function test (LFT)
4. Chest X-ray
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5. Sputum AFB staining lunsdifiasdetulsaven

6. nsdansaniadlsaurs (latent tuberculosis) Tunsdiftasdansinietalsaun vildlaens
#5723 tuberculin test %38 interferon gamma release assay

7. ATIANYDNGINNTE (stool concentration for parasite)

8. m31alhasarRudniay (hepatitis profile) laun HBsAg, anti-HBc, anti-HCV

NSAAATUNANTS I8N

Mé’ﬂﬁ]’mfﬁlﬁ[ﬁfa’lz wuzilid@ans1a CBC, serum creatinine, serum albumin, serum alanine
aminotransferase (ALT) waz serum aspartate aminotransferase (AST) %n 2 &Ua1% aundenlasediu
maintenance dose

M99 NelAsEAU maintenance dose: Wz AN CBC, serum creatinine, serum albumin,
ALT waw AST 9 1 Weufindetufusevim 3 ifeu ndmntunuzilvidimsiaseatiosnn 4 12 §Unnm
ot lsAdlugtaeiifinnundssgsiasiinnisnamsiauedlunszgn aansdsmsadniifuugtiing
AN ZEL

dlefinsusuaunnen: wugilidsmsaa CBC, serum creatinine, serum albumin, ALT way AST
n 2 daiRnreiuusseznan 6 duam n¥nduaunsofanuiniounsdeldsedu maintenance

dose(lz)

n1sUSUsEAUEN
mﬂwuiﬁﬁﬂwﬁizé’uLﬁmﬁamnéf’md’l 5,000 cells/mm?’ wugilianseaueas LagmInseeau

<] I ° ! 3 o 2/ ' LY < A a X
WALRRAY1IAAN1NIT 1,500 cells/mm LL‘US‘L!ﬂWVIEMEJ']‘U‘L!ﬂ’J’]iS@ULlI@La’eJWU']'J‘USLWWU‘Ll

nsldanaznisuimsenlunguussvinsivay
1. nedenaassa uugd lder MMF REainelauiInssAnsanasminssAliosaniisiesu
Nsinn1Ean1Igy (malformation) waghyiaunn¥ulugie 3 1HoUUINVBINTITAIATIA Uiz vilug

nsauillalugUiengeisniyiugyne (easviun #an1319 8.2)

'
] (% a A

AMSUNGINNTIINUNIAIATIAVLAIEILASUET MMF wuzdilingasn MMF wazildewdy

]
[
o

gnaiAuiurilnduy wazkuzdilifnnsosnizaniniguamuinaeideusmisaienans eglsnavind

anudndudeddden MMF seillos arsuuziiithefelseleriuazanudesiasianedulifisUsya
MIRRUIAUALNITN
2. wigslvunyns Likugihvlden MMF lungdviuuyssilesnndslifiteyauidnluSematnafie

Ao199zAnfun1sn mindanusndudeddder MMF aaiiios mswurigieiseleviiaranudeanay

NN UlUNIUTLEIRTIRDUITALAE NN




IUINVANSTS Immunomodulating therapy fulsAiduus:annia:nanuitioonaiAuAU

3. gUheifinisinauveslaunnses 9nnsAinemuingueniinisvineuedls (Glomerular

filtration rate; GFR) anadfi1nd1 25 mU/min/1.73 m’ Uszdvenludengeiuuinnitauuniussuna

Soway 28-75 Fauuzihlranruing1asainvuinundiiennzivaingr MMF wagldmaslduuiniiu 2 ¢/day

a o o

sgdlsfndelifiduusihdnnuluGewewwneludiieninisihnuredaunnses

4. fUrediinsinauvesiuunnses Wflanudndudesusuamne sgnslstfuusiiilied

SranTE 19

Ly

M13199 8.2 MsauilalungalpasyiugnwusilugUienlder MMF

Madanil 1 NIANNLLAIGLAYA

wen 1w 3739

1.
2.
3.

Intrauterine devices (IUDs)
Tubal sterilization

Vasectomy (in patient’s partner)

NWABNT 2 N5 ITRSIUUTIUNUNSIY Barriers

msauiiliasiensideeslau den 1 910 5 F5easialuil

1. e fiapurnda (oral contraceptive pills; OCPs)
2. pauiiilnviauaunly

3.
q
5

#99Ue (vaginal ring)

. gnanAuiLin
. onuinlaviinidaiomi

AU

A5 Barrier L@an 1 270 5 35aamalUll

1.

Wpsouinungn (diaphragm with spermicide)

2. yaIngaRuALila (cervical cap with spermicide)
3.
q
5

WesihAuLila (contraceptive sponge)

. gaensewsldmiumAve
. geensemdydmiuwen

N1aeni 3 19 Barrier

wen 1 lu 3 A5ssaludl

1.
2.
3.

WnsaulInuagn (diaphragm with spermicide)
%mﬂmmmﬁ%ﬁm (cervical cap with spermicide)

WesihAuLila (contraceptive sponge)

Saufusden 1 Ty 2 35aeraluil

1.
2.

QegeUTEd T UNAYIY

NIRRT TN TG VN




1UaNWNSIE Immunomodulating therapy Tulsaiduds:anniia:nduidoo1n)TAUAU

Yawulunislden (contraindication)
1. Hypersensitivity
2. nijeRanssAvIevaliuNyng

[

3, ﬁwaaﬁmL%@LLaxé’alajmmaamuqumsa@L%alﬁ
nadaAesiinuldane
1. nathaRedduszaraunsevaessninansien
nathaesiinuldues: pauld (nausea) T4 (fever) Uanfiswe (headache) & (anemia)
sefuimdonnaen (leukopenia) AuUlafings (hypertension) Aalsalnesaaluiengs (hypercho-
lesterolemia) U2 (peripheral edema) Viaeide (diarrhea) ﬁaﬂ@ﬂ (constipation)
nathafeefinulglives: Wladuindamne Garrhythmia) kusas (alopecia) 3 (acne) Uanda
(arthralgia) Urndanilo (myalgia) Msviauaesduiiaund (liver injury) nmgideadunse (acidosis)
2. wadnufesluszezend
angiade {Uefildiuen MVF Seruidssfiasiodesnnnitauuni dedufiaeynau
Iisuednammsldfunsuugiislunmsdesiufieasnmsufiasiioananundesing
A2zaziEa (malignancy) andeyanuingtheiuen MMF lussezeniiiugifinisalnisiin
lymphoma wazsziERamianniy ﬁﬂaammuzﬁﬂﬁwﬁﬂL?iﬁ@ﬂﬁiié}’%’uLLmé’amﬂﬂaLamﬁaammwmﬁ'm

TunsiinuziSaiuda

AslasusAuILIALaZA1ITREAINET (overdose and toxicity)

AUreflasuen MMF uvusuinnngivanesinfiedulugUisnlasuenannndy 4-5 ¢/day
19171971IMN9IUVITTUUNIUALIMNSAAUNR (Gl disturbance) pduldo1dsulazrnisnan1syingu
vaalunszan Welinnieiiwaneuuily bile acid sequestrants lakA cholestyramine 1iaiss

o w 1 G A = va v v a LY a Val® 1 o w v aal
NsrUINNIsMdneT egrelsffiliasnnelinuaudiduiulsiudayiivlaadslianunsaddne1seisnis

wWonlala (non-dialysable)

N15NABUANSN381UB81 (drug interaction)

1. Acyclovir iflos1nmuin MMF wae acyclovir gnidnenulaseds tubular secretion WukeIiu
Fodunslietanssiiandeutudmaliinnisuddulunsindne dmalissiveniasssinludon
dugenuld sedéalifiounsuusiniededldsn MMF $aufu acyclovir Jauusiilildondisana
seinTe I

2. mamﬂmﬁﬁLumﬁl,%w‘%aazgﬁLﬁamﬂuduuﬂizﬂau (antacid with magnesium and

aluminium hydroxide) Wuingnannsasiafina1nszannisgaduen i ludeddsr MMF afiv

P1AANIARNINGT kULUNAUIUNTENMIEDIVIN UL 2-4 F2La
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3. Proton pump inhibitors (PPIs) wudn PPIs 2291l pH lunsuimnzemsduuaunniu
dawalrnsgaduen MMF anas sgslsinglsifvuneuuginiedesdon MMF Saudu PPIs Sauugiiili
THemisanuseiingeis

4. Cholestyramine liluugiiwld MMF sauffu cholestyramine Lilosainen cholestyramine
FUNIUNTZUIUNIT enterohepatic circulation d@wwalszauen MMF Tuidenanas

5. Cyclosporin kiuuglifld MMF 3/ cyclosporin siasanen cyclosporin SUnIunszuIunIs
enterohepatic circulation @walyszauen MMF luidenanas

6. endinpuriniaviingosluusiu (combined oral contraceptive pills) Wuin MMF ansgéiu
snauindsluden SsuuzthliliiBnsauideiinduson (eazBenfansns 8.5)

7. Fluoroquinolone lalwuztilifld MMF $9uffu fluoroquinolone tnetanizageda norfloxacin
{19371 fluoroquinolone finaanszduen MMF luden

8. Metronidazole liluugilild MMF $auffu metronidazole 189910 metronidazole fika
anszaue1 MMF Tuiden

9. Rifampin Tiuuga s MMF S/ rifampin 13910 rifampin Skaanseiuen MMF luden

10. Calcium Wu31 calcium g5UNIUNSANTNET MMF wnlvigiu calium Tusmsenisaoslii
fiusgntios 2-6 4l

4. g13nTuuy (Rituximab)

Rituximab 1{uegnlungs monoclonal antibody #ifinalavdnlunsdufiufiu CD20 n3efiEenin
anti-CD 20 Wiaenludufu CD20 ﬁa&uiuu B lymphocyte 32AAN15A8U0IALUY apoptosis NIUIUIUNIT
Huouiven (antibody-mediated) wazvEeRuIUIUMSTlide s uLeuRveR Wy annsieues
diadeaauiin granulocyte wagn1vhaLves fiiwad o1 rituximab Tulssmelneldgniunsidoundn
F1uBIANTEIWNTWAzENluNSSnelsANgiSa lakn non-Hodgkin lymphoma (NHL), chronic lymphocytic
leukernia (CLL) vi¥elsagfiduiuvhanenuios vissdiawiniu iwilsa heumatoid arthritis #ilsinauauss
Aeengy TNF inhibitors lsAraenidendniausila granulomatosis with polyangiitis (GPA) %5a%in
microscopic polyangiitis (MPA) uaglugaelsa #inils pemphigus Vulgaris* LLGiﬁﬁ]ﬁ;ﬁumﬁmf‘:lﬁgﬂﬂwm
THogaundvansdmivlsnndduiusenuadilsassuulszamiftotosiunisnduudmdoainisfiiu
wndudmsy Tsaduuszan lsnsesdevendulsvamndmile uaslsandnile Tasawznguild

mavaUaIsieyINguLIN

AaNUAMIndYNaAans

- @1 Fc portion lagns2UUN1T antibody dependent cytotoxic (ADCC) Favzvhausuiu
Hindenvn granulocyte waziwaa NK Wagnszuaunis complement dependent cytotoxic (CDC) lagld
ADLNALLIUA

- Fab portion ludufumadisl CD20 vuia nsgduliiiAnnaln apoptosis

- mumﬁmséju cytotoxic T lymphocyte (CTL) Tnewaddisl CD20 wﬁa%gmauauauﬁmumu
13 dendritic wad wénsedu CTL FanalnileSurehnsiisedu rituximab Tusameanasududdsannso
Yostulsamisulamdusseznauu

—
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AuaNURANwNFvIaUAIEns

Rituximab \Juendadndnszuaiden é’ﬂi?uaﬁqﬁwémmatﬁamLﬁaulﬁ’jw bicavailability = 100%
uilunsdidufidadndulsffms bicavailability vaseno19azagiiuszana 60% Liosniinisamesneud
wiideruuihmdewuasiudignssuadon Mendiieiedinegiivszanm 3 dUav msvdngioenain
FWNYRIUNTEUIUNIT 2 TEUU bk

- msvdnelugtuuuitlidudunss (non-inean) wudlefinslelusesuidianududugey wu
vidsanelvilg Wneshenasduiudivine WWd wadvdediuuseneufill CD20 vuinwad Wy waduzSeie
wadidinden Tusgiudiuau target iwadiistoglusnenie

- msvdneuuududuns (inear) Fuindlofssdumududureseludensas ifunsudae
Inensgesaalslusiu (proteolysis) IngAuivasiwas w3 nsvdnwuuluduwIzaIunig FC gamma

receptor

Fouadlunislien rituximab vadlsameszuuUszamuazndiuile

1. lsadulszamsniausiia CIDP Alinevaussiesnnnsgiu

2. TsmsousaUszamuazndsiile MG fldnovaussdesnnnsgiu Tasawizesads MG wilad
LouRvaRse MuSK

3. 1sA vasculitic neuropathy %ﬁmﬂﬁju ANCA f® granulomatosis with polyangiitis (GPA) tag
13A microscopic polyangiitis (MPA) wag vasculitis neuropathy ﬂEjm5uﬁ1ﬁmauauaﬂﬁiammmi§m

4, Iﬁﬂﬂé’mLﬁaé’mauﬁﬁmmgﬁﬁuﬁu (autoimmune myositis) lalA dermatomyositis (DM),
polymyositis (PM), necrotizing autoimmune myositis, overlap myositis, anti-synthetase syndrome

nlinevau oy ININTFIU

N13UINITEN

YUNETITSIINE: B1EAUIA 100 me waE 500 mg

YUINY:

wuudt 1 Weneusiwauseudiew  Taelwluting Induction period 1000 mg Mnanasmidons
S 2 A%a ety 2 dUa

wuUfi 2 Tenanuseiu CD19+ e CD19+/CD27+ Inglutg induction period lrimiloufunuudi 1
wdnildnIsAnau CD19+ e CD19+/CD27+ N 3 40U 6158AU CD19+ > 1% 130 CD19+/CD27+
> 0.05% Tura3 2 Yusn %3 0.1% wdsan 2 Vluds Iendr 1000 me

nslilugas induction period Svanansaldmuumneituiiioniessi e 375 me/m? auwue
yosiiuiifnnedaniay 1 afs dedestulunan 4 §Unvi? Tnsgeuszasdfedasnisinlis uiues

= s & a 9 d' P I & o = o & v v a
'UL‘(faa‘V]L‘Uua']L‘VWJGUE’NﬂqﬁLﬂﬂiﬁﬂa@aﬂlﬂﬂJqﬂV}?j@lLW@IﬁﬁﬂW%ﬁﬂ?qﬁJaﬂULﬁ?%q@ﬁ]\‘i‘ﬂqLﬂu@]a\ﬂﬂﬂqﬂﬂquﬂﬂqﬂ

Tugaausn
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1 a 1 o [~4 4 v %,’ =1 1 dg’/ Y] a 4:1' FZ < 1 =
dunsiiansanindlusedviegmseld (repeat dose) Tuagiuviinvedlsaigtoilunanpe
Tunguiduuszamdniau CIDP wielsa MG waz vasculitis neuropathy LiesainsssumAvedlsadulsa
Ao v & eV y= a v T oA L. = v & Al I | a
nfinduilugnladaiansannisliengielilsaasu (remission) Faaglvvinayn 6 Weuliesanidugiwiand
Jwadvesnlasuenazisuiiudiui (re-population) usgUreuesigetvvziileniativzeisininile

| v dy = [l 1 a v < v 1w < g . . = a o o 1
asanlsaeinauiile sdulvgasiidnvazilunailunduilugi (monophasic disease) FadiAtuz1I

28)

ansalieipinfedusfedisnnagisaudie® egnslsAwnmdguaguionisiansandnyneoinis

ysndinvesiiheduneqluidesnlunsfinsmuiigisuseenadanudsnduiifedie @
FaufiAnauEuen

wuzihlidansaassioluil

1. Complete blood count (CBQ)

2. Serum creatinine e electrolyte

3. Liver function test (LFT)

4. Chest X-ray
5. Sputum AFB staining Tunsdifiasdeaulsaven

6. madansrvTalsnud (latent tuberculosis) lunsiifiasdomsinide Todsaunn vhllnemsnsaa
tuberculin test ¥38 interferon gamma release assay

7. ATIAINYDN98INTY (stool concentration for parasite)

8. anahsadusnau (hepatitis profile) oA HBsAg, anti-HBc, anti-HCV

9. fiansandsn1a VZv-ieG lufflhefilsifise iAdugain videlsadanslaunnouvielugieiises
Terailontusvasianuinndy 2 ¥ Qunsdfiléen rituximab TUud winsIamudn VZV-IgG 84 negative
msimunszaznamsliiasulivinenanlduiuild aumseieun)

10. delienluannndt 2 ¥ e1afia1sannisas Immunoglobulin G level

wuININSIgELazn1sAnnIuAUUaRANY

Uspiudmsunguiiasfisndudedisrsn Idinsviunslenmanduidudilagldnisfiena
biomarker 1wy CD19 GsUsuen re-population Tiwad Tnefiansalviensn e CD19+ wnn 1% wie
CD 19+/CD27+ Fevauan re-population veslaitiwad Ineliendiile CD19+/CD27+ 11nn1 0.05 9%

ad [ 1 @ aca o E4 o 4 Ao a a v = 2 (27) 1Y
Bnsmnanndudsnanuisavililagndnuiutdesaslnendinsussdnsamassenlaimilioulds 9I9IaN

31, 32

dlanmsAinwidenanianaingdas NMOSD® * filguaneanuinasihunldlunisiaaunisivend,

wahuUURltdmsugthelsadulsesam visendullonngliduiuiinundlaiiasnndalifindngiui

o

AU AIUNITAIITUIRAMIN biomarker f9na17 aatduiiesuunisnteldlunisldusanustiinme

Anuadthevioayluseninnsimuauideanniniesnndnuugvedsaiilavilouiy wenaininig
3

anululaunnnesninann e13azvinlaennluaniuniluaiuisansiale setudanansanlildensn
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(re-dosing) n 6 wiew dmsuthendrnudndudedldergigu nqu CIDP, MG, vasculitis neuropathy
Ao | 9] A A o aX Y v & 8 o YR AN Yo &
nlinevausstemslionanll vielienshvunanduidugidmiugtenlasueiasausn

o U acy v . . v & o & Y] A v 0§ ¥ a aaa

dm3uTslen rituximab aglvmamasndendilundn WWesannshigieiassinlininufiisen
91nA5IEN (infusion related reaction) satunistersududeslasunisiiennau (premedication)
Usgnaulume methylprednisolone 100 mg NsvasaLdans w3enslssne1utanitesiinenaglmdy
dexamethasone 8 mg NsnasALaana SauAUTAY" paracetamol 1000 mg Lazen antihistamine 1w
chlorpheniramine (CPM) 4 mg d@un1sussentiulaeianizegsdanisiansausn astiendie ietesiu
mMafaudisenannnstien nandetluwsnliaisiiu 50 me/h uazannseduldiiag 50 me/h laaugsiign
fm 400 mg/h Felunsalnsnandmsunisiien 1000 me enazvunlunaliiiu 6 alus wisunninded
Anudndudeslifuasueudunneinislulsmeuia egrlsidguaeliiaufisenainnislien
Tumsausn anansaliienlasanEaiui 250 me/h Turag 30 wriiusn wdsantiumuaae 600 me/h Tu 90 Wil
AOUNBINITUIIMTREAINainlilasueSInely 2 Halue JUheanunsaliendu JUieuenla™
dwsunistienluvuasriu wu 100 mg nniieu In1sAnwinuinduselevdlugUie NMOSD vive MS®>*

A I = Ao I N ° i = i ° v v ° v

wikilaanniunisAnwindanvasluneanugUisdwiuliinn Jdhivuzihmslinislgrvunacii asld
YUINYINULIRNTFIUAUTNG1IVIAY

duSunadnafesrasnislien rituximab wuseanidunatrafesiauaszeylienieniSanin
AU Aze191nnsTvien (infusion related reaction) Wunathafssinuldvesuszana 36% fuhesinasd

o d' ¥ = A aM Y ad o o aa = .
91n13ANAURN Afuldedeu Thuwas Ol4 Taudusiud lunsdlnuusiendagiionnisves angioedema
WIouNWUUTULSIle (anaphylaxis) Baufisendanannulszana 1% dwsuislesiunfe Tindniaes
) 1Y) v ae v v . . & A v v Aa a

n1ssudsemueiaunuluiunlien waslvien premedication ynAssAIuNAnEITI9dY Tunsdiniia
Jaymdundausainishiguussanuisainnishismsoan ausivesnislienaswnasmiandaudiu
Tien$nwnueIn1s Ngu antihistamine 531U dexamethasone 8 mg fneMsATUAINNSAEsBLA
wilunsaiNTeInsjunsatietu anaphylaxis 9199z ndudemensuaziulinistemaediae

anduNnUEIINTiEAaNSRnaTe B931891uN15AnRYRINTSeN rituximab weldussana
94 s1esie 100 HUheseU (patients-year) wsludnwiudiueiiies 4 990 94 Wtunilen1sTULITIIULS

(28) I < a a a :glj o v & v =]
@EJ’]ﬂi’iﬂﬂﬂ’]iLﬂﬁ]ﬂ’ﬁ(ﬂG]L“UE]E‘LJLL'i\‘iiJ’]ﬂ'ﬂllWiJﬁﬂ‘Uﬂ’]ﬁJﬂTw

:’I ¥ ¥ aa A

Jusislie1UfTiusn1iviasaidon
. = . . = [ v Yo Y 1 N o ]

neutropenia %38 hypogammaglobulinemia #e133nduseaslasunsdestuazuilunauiiaziilug

win1salliiassasAulansnauiuusvsenisinwelunssuaiion

n1stlasnunishnwie
ATIIuasuA Ny neutropenia %38 hypogammaglobulinemia #3017 hypogammaglob-

ulinemia ansafnmUlAlAENIITIVTEAY 1G VeUlenusnausueuaiinnuvaenisivielunsdin

a11150953910 viseanvauidenaTalugthenilgvinisindediuss o




IUINVANSTS Immunomodulating therapy fulsAiduus:annia:nanuitioonaiAuAU

A1 hypogammaglobulinemia #Wa1sad1l¥ IVig 0.4-0.6 g/kg m'aLﬁauﬂqmﬁamﬁunm@imﬁaﬂ
6 \iou N ntuE s RnmusEay IsG (= 6 g/L)

AM¥ neutropenia SagiAavdaanlyiendl 3-6 1ieu wugtRnisaiil 1.3-2.3% m99379 complete
blood count Aeulvienasadaly wasfinrsali 6-CSF Wefihediamediadonuniiosnii 0.5/10° dedns

Naﬁﬁ’mLﬁ&ldf\]’mmiﬁmL%jaguﬁawwulﬁm progressive multifocal leukoencephalopathy (PML)
gURN130d 1 6o 30,000 efilasuen fhavdlainainnislaen rituximab Wigseenafion waslniina N
ﬁﬁmﬂ%’mmmgﬁmwwﬁmiwﬁ"um rituximab N3M5IAM5EAU JCV antibody index (1sflin5»333 JCV DNA)
fewlvien rituximab anaaztelunisuenaudsswesnsislsa PML uidlddudemudmiunisliien

rituximab

= o/ 1 %4
NISLASBUAINBUNTS W9ARN
Aoulasuen rituximab Assuirduiiedesiunsindiengulss (1N5199 8.4, 8.5) Usnaulume
AounailalunandaInTu (PCV13) wagdarmeilalunandainduyin PPV 23 vinaiu 8 dUansi uassauludi
nsaniadulininluguszand
lunsdinlsafimnusuuss danudndudediisiuiiaunsalieluiousazlusuinduloatu
nsAnegadinlunends (m35199 8.4, 8.5)
Qldl a a ol dy .Y A -] Y a v A 1% 1 U a v A gj
nsaiiliiflgisefwegainviegnla (vzv) wusihlilasunms@aingumeuiu laensandaguiy
msagyineuliien 4 dUavivsendimsiienluuds 6 weu ilesnandninguvaslieinisnssdund
nlsioraazlild NdrdgRansiuindurtiaadussdudevud miugisue rituximab
a & 6" a v . . P o & v & & 1 |
nsalvesn1IisaTIAlasunAnslien rituximab daudnduaglinsivaaunisfinssanaudn
Lldnsmssndsazanmnsaliienls uegalsiadeyaaiuayunuinmaianizwivseniginguremisn
flawansnsluanngudssrnsmildedieuiunquitlasuen rituximab detulugthennuinnnssivas
fiarudndudedieniionnine rituximab a19agiuluniasnlamnawg lasunan 2 vesnisaaassd Jaguu
IS NUNINS INMAINLATUNET 2 U89n1569A550 919989 NIAARNTIE neonatal hypogammaglobulinemia
19 wsagmelesnelu 3 1 6 Lheu
= gj & 1 [ Y a o w o Y7 a (% 5 vala o [~ 2 v
Wenangnisaeassatelndudeiarsandidgydmsuivgs dedugniainudndusesdden
rituximab @1313a9uNULie R IATIATENINNIAE rituximab 16 lagenaaglinnaunazuasnssa
wenregliUieminsIfaunaen ndmIntuaunsaismaRIninaenud laustedinsuane fugUieneny
Wesannmeainanenvsiinudeswenisiialsanduidugile
dusunisliuuyng
g1 rituximab WJulanalvgldanuisariulunisiuanagzldausaduiuniaiueimsves
msnle Sawidazgmileutasadedmsunisiiunynsluyiddven rituximab uadaldfiveyanuudain

Uaandesanisn asluwuzilivanidesnisliuuyasvuslve) winwiiansanagliuuyasidanunse

Tilsuazasasiinsnaneiudauwane
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5. enlglmanaanalun (Cyclophosphamide)

81 cyclophosphamide 10 alkylating agent ﬁﬁﬂizaﬁquﬂumiﬂmgﬁﬁ:mﬁ'u Hlvoeng
unsnanelulsaynadouargnatuuazdlunsugnaneeieons fenazedlusy prodrug wdasuduen
active form Tngsfu annsaumsenldssUuuudnuaznmssuussniu Inslusuuuudsiuas i dudnuoe
TH8ur29 (pulse therapy) Wu yn 2-4 dUawi  daluguuuuiulssmuagliyniu fausiheniaed
UsyAvBnngausifitnadnafesislussssdunarasezen lneradrafesdindnenmeguiuiudiinagmge

e lUdnszazualIfnu

AaaNUAMnduwanans
dlorunsyuIunsmueladnfuuds avgniaeulndu 4-hydroxy CYC wag aldophosphamide
Faansiamaagniudeulilu active metabolite phosphoramide mustard uag acrolein Fuduansiine

TmAnnMeduiwsanssinizdaanisuazila

AaNURMIndvIauAIEnS

sreluguuuuiulsemu aunsagadulaeg195ingi @13 acrolein anunsonulaludaanzuus
24 $1laamddlsien d13u active metabolite Fufulusiureutnsguasdinsnszneveselusuiodos q
16 saidsanssuaihludunds warsannsndsrnuluSsniazthuumowuninild 1 active uag nonactive

metabolite Aggnindneansunelaanylavunnielu 48 Hlu

dausdlunsiden cyclophosphamide va4lsAszuuUsEaNLaZNAINLLD
&1 cyclophosphamide Wugnagiiuiuildlunsdiilsanisssuulssamgiauiunionisuws

M‘%@lﬂjmauauaqmsrmmgﬁﬁuﬁ’uimﬁﬂﬂ laun vasculitic neuropathy, refractory CIDP, refractory MG

(519azduaRnIzUadLmazlsaiuLRLluRNIEUN)

N13UTNITEN

guInefisisvtie: ensuuseueilaga vunn 50 me ewdindndnasndensl powder: 100,
200, 500, 1000, 2000 mg/vial

Fuuzhmsionduuun intermittent (pulse) therapy Inealuiiansusmsendsil

1. msleuuy intermittent (pulse) cyclophosphamide (unisliemnamasmdensivn
2-4 ek Tefweinisuimselagisine anUlinamewunenazallusszeLasTIEanHaT e
sionseinizUaane

YA AR body surface area (BSA; m?)

- quIneBuUEY 500-750 me/m’ YUIALIFIEARD 1200 mg/dose

- flheiifinnudesienisindogs wu orgunnndi 70 T videdl creatinine clearance tasntn

40 mL/min Rasaierluwuingidi 500 me/m’

b
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2. msuimsenluguiuudy edulasumundngudeUssdindlunsaglse annsagseaziden

nAunsIieludsaglsaniuunsng 9

%’aﬂﬁﬁadauéum cyclophosphamide
1. Wideyagtasifnrfunadiafsswess msnsemeiesfifinisnou senitauazndslsen
msUftRfuazdunnensratnufes ngdssdenisiynseinvidenisilyasiinig uagnsauiide
Tuthsvesmssnwisiesn wazerasndudeslinnfudideinasnu infertility Tunisnausunisilyns
ﬁq‘tuﬂﬂmaLL@%QJ’M@&%WL%&’@JH’%’U&JW cyclophosphamide
2. nyaeusftheldegindl drug interaction fuen cyclophosphamide welsi 1loaanen
cyclophosphamide a¢gn metabolite 18 cytochrome P450 (CYP2B6) figuiedeudu active form
(4-hydroxycyclophosphamide) Fatfueniidinasie microsomal enzyme CYP2B6 azdinasiosziiuveaden
- gniimieniild CYP2B6 vhemuanniu Wy carbamazepine, barbiturates, phenytoin %38
Rifampin wilifazdy active metabolite gedu VilfAnamzdufivaine cyclophos-
ohamide TgnnTu
- gniidudinsvhaiuues CYP2B6 Wy clopidogrel, desipramine, paroxetine %39 rertraline
9zl cyclophosphamide Qm‘d?amﬁu active metabolite aAa4 NATDINITINB A
81 cyclophosphamide 3zanas
- 91 anticholinergic WU tricyclic antidepressants agvilmiAnnszinizlasiziudanas
syagnatlun1stulaaniy (bladder emptying time) 8agnieen dwalinssinzdaaniy
Fuitaru acrolein Mdufiviunszamnzdaamzuniy
3. MInTIMamslfuRnisneunsvien cyclophosphamide
- Complete blood count (CBC)
- Serum creatinine Wa¥ electrolyte
- Liver function test (LFT)
- Chest X-ray
~ Sputum AFB staining lunsdifiasdeadsaven
- msdwnsantalsauds (latent tuberculosis) lunsdifiasdunisindetalsaun vhlslae
N19M929 tuberculin test %39 interferon gamma release assay
- MTIINYIONT9GIR5E (stool concentration for parasite)
- asahdadiudniau (hepatitis profile) lauA HBsAg, anti-HBc, anti-HCV
- Urinalysis
- m’i’mﬁmﬂﬁaqml,%qmnumqﬂ LAY MIAAEe Human papilloma virus (HPV)

4. mstesiunsinenlglenid W NsRale P. jirovedi (18av0unns e luiTanatnaLAgs

1N81)




1UaNWNSIE Immunomodulating therapy Tulsaiduds:anniia:nduidoo1n)TAUAU

ASARAINNANISIdeLazn1sUSUSEAUEN

nslvelupdadaly finsananuanisnevauewalie et afesnng warUiinadindenym
Tufudl 10 ndanslien mnszaudindenvntosndt 3500/mm’ wasniesesu absolute neutrophil
PYoani1 1500/mm’ Ianvuingrasuszanad 20-25%

M333 UA Lilegidl hematuria vaeldluTud 1, 3 1o ne1aiin hemorrhagic cystitis

nsldeuasuinisenlunguussynsiiay
TugUhegeeny (>70 ¥) vise CrCl Weendt 40 mL/min wisegUieiiinizidewsionisiagelaing

Te5uduil 500 me/m?

Pawulunislden (Contraindication)
1. Hypersensitivity
2. ﬁ@qé’jﬂmsﬁuaw@ﬂﬁuwm
3. 1101EN1INALUNTEANUUUTULSS
4. Insaaduvesssuumaaudaane

nadaAssiinuldane
1. wathadedussozdu wiadrssewinenslien
- Hemorrhagic cystitis nN15l@aNI5n151%87 cyclophosphamideIﬂﬂﬁL‘fJuLLUU intermittent
dosing 9¥amn1siin drug-induced cystitis loAndnislenluguuuiudsemumniu I@aiﬁ;liﬂw?{mﬁw
dtulutunoufiaglédue Tunsdflfeuuy intermittent dosing ealviasAutanntusmfunsli
astmavaenidend 24 Falusreunislien warlunsdiiflfen cyclophosphamide wuy intermittent
dosing A35l¥B1 2-Mercaptoethane sodium sulphonate (mesna) Faaztwannnzlufivrenszineg

35,36

Yaanzain acrolein®* quae1ilin 20% wesvUIAL cyclophosphamide wudlit 2-3 AS3

2. NatuAsglusTeLe?

- M3AAE Pneumocystis jirovecii N15L1e1 cyclophosphamide saAUEINANIANALDU ¢

U 9

5

wu aifiesens azifislomanisinidie Pneumocystis jiroveci getu InslanzagaBamnlésudiuafiesons
Tuwwmnnnivsewiiu 20 adndusetuves prednisolone wiaiflsuwihuuanandy 1 iewduly®
nslvendudoavdisanienanisinide . jiroveci tdUszanar 85%% wupilien trimethoprim-
sulfamethoxazole (TMP/SMX) single-strength (80/400) 1 winsia 31 nJu %38 double-strength (160/800)

1 dinsoiu 3 afwedunn lunsailuwien 01alden dapsone AU pyrimethamine®™

anU{38138131981 cyclophosphamide wazeviindu

Aa a & a . . . . .
YINURALNUNNIEANUTUNYUBS cyclophosphamide : allopurinol, amiodarone, azathioprine,

fluconazole
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6. 8NN (Methotrexate)
81 methotrexate (Jugununlgnaununisidenafosess lulsanisssuulszamsinlaidy

DUAUTBY

AaNURMndYNaAans
fanwauzaosiiedu analogue fu folic acid sangydlasn1sduds thymidylate synthetase
(ANIEUIUNTAAATIZY pyrimidine) NFEAUNIVAY adenosine (ANSAUNTEUIUNTONEY) wazdud

dihydrofolate reductase (SUNIUNT¥UIUNTT transmethylation &ilnasen1segsonvegad)

AuaNURANINFYIaUAIENS
&1 methotrexate #vigUnUUSUUTENULaredn a1u1509aTuaINTEUUMAALEISIATINGD
nsaadulignsuniulagemseniiy wu Nazann1saeduls se1duiulusiulauseunn 50-60% wazgn

MingenHIuN1Tln N3RATUYRIENNHYUINEIINNT 15 mg fadunii aganadlauinis 30% fadun1sln

81 methotrexate #111AN71 15 mg AedUaviaziuziliinsuusilesnlivingeteton 6-12 Galug

Uausdlunmslden methotrexate TugUaelsaszuuyszamuaznduiile

fiteyanslylugirelsanduiilosniay polymyositis way dermatomyositis“™*”

N1SUINIEN
YuRgATiT e ersuussmusiada auin 2.5, 5, 7.5, 10, 15 mg
Tulsamsszuulssanuaznasiile aglvenauinm 15 mg sedunii Inglvnsunen lnso1aisuau
AIBYUINAT WU 5-7.5 mg AdUAUAIUTUILIRE1AUNN 4-8 FUAY uare1alilagean 25 me dodunii
' a ' ' & = ' = o 8§ Y i = & 6 v 1Y) Y]
WAYUINENLINNTT 15 mg Aonsavziinasen1saady wusdilikuwunaeiaswmislivineiy 6-12 43l
A5 folic acid 1-3 mg soTuliipannNat 19LAE31neT methotrexate W AaUlE 013U 38 stomatitis
wazaeann1Iz hyperhomocysteinemia #4azdigannneidsnslsaiilalaz nasaiden N5 folic acid

wsuilliiiinasienisanusgavsninveselunisaiunueinisvedlsa

foufiianeuEuen
wuziildsmodreludifuiug
1. Complete blood count (CBC)
2. Serum creatinine
3. Liver function test (LFT)
4. HBsAg, anti-HCV

5. Chest-x-ray
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N13ATIIAAAIUTENINNNTLIAEN
srornaluNMINTIIReLNaNISATIIITeURTRNTTufuszsrnafiGUlfssnw mndu

Tugag 0-3 Wouusniifimaialien uusthlinmafanuyn 2-4 SUn ndminduliinsafinaumn 8-12

&Uawi dmsuennismetesvmniennts wu lewis q wmelaveuniles vdedlld Savh Chest X-ray

vung ludUlenguniay

fihegeony esmnduiiinanisanas wassindlles el miulsadu 4 inntu Jauus
TUSurwmenny Crcl sl 81 Crcl 61-80 mL/min Tanvuiagnas 25% &1 Crcl 51-60 mL/min lfan
YUINLIAT 30% &1 Crcl 30-50 mL/min lifanvuinenas 50-80% wazsinalilunsdifi GFR < 30 mL/min
TnouuzihliEulurunnsgu 5-7.5 me Aoduani wazaean iy 20 mg dedunv

Yaulunislden (Contraindication)
1. Hypersensitivity
2. w@qé’jﬂﬂﬁﬁuaw@ﬂﬁuwm
3. anelainwisednisnalunsean
4. TspduEess

NAT19LABIIINYN

nadrafeslusserdy

- Methotrexate-flu azfen1sadedulinin Uindlonus sounds vieseiinundu wwda
MM aSulsEVUEN methotrexate TUlsiunu Fsnsuusenu folic add wSuasdrsanannisfing wie
YSunanissuusemuenluduneuusu

nadrafeslusserdunioszozen

- nadesEUUMAAUDISWaYTU Wy auld endeu (Jeemns awnsnasnadiafsiingt
Tnel¥t folic acid dmiunmgsiusnay sranuoulsifuiugeanasiainduni T§uszam 20-30% ue
auvhanamunAlauszana 1-2%

- nasiaudindonuarlunszan dniludnuaezaes dose-dependent uaznauausssian1shi folic
acid enaviliAaifiadesmnviad videidadenunii vienzdn videansindaidons nmsnalunszgn
9191935 folinic acid (leucovorin) lunsdlfifflaeléfFue methotrexate Minsfiuaglineiidaym
L'%QQﬂwsﬂmlmﬂsz@ﬂmwﬁau wmnnuANURaUNRveudniden mﬂé’aqmwgﬁaqﬂﬁaLﬁmﬁﬁﬂﬁizﬁumqﬁu
Wi MsuTedlnanag szﬁué’agﬁﬂulﬁaﬂﬁwaa nssulszyusdavue wsedinsldensiundiinans
NMTUVDEN WU probenecid %39 trimethoprim/sulfamethoxazole (TMP/SMX)

- wadevon nguoINsvesUaniiieitesiunisldsn methotrexate léuA acute interstitial
pneumonitis, interstitial fibrosis, non-cardiogenic pulmonary edema, pleuritis/pleural effusion,

pulmonary nodules fatulugUaeiideymn myositis 370 anti-synthetase syndrome 813maNAEN1T

Tdenguiling1znisiiia interstitial fibrosis e1a.duandalsaedle
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- HadaloyuAzRIvs WU stomatitis Y38 mucositis laasds 1 Tu 3 vesUleilden
methotrexate
- warpnsfinuzise msdnwludlddififeasundaauinet methotrexate WA 5D

AaAnuzISanTunsa bl

7. Intravenous immunoglobulin (IVIg)
\Juans immune globulin Mw3euainn1sTnveanatanlasuuinenguinelainfiaunm
wlauss nanaunMiinainnissaniuilagdl antibody repertoires uarAUs LIz AvaINiae LALATluANg

[ |

Snwgthegiiauiuunnseslgugil (primary immunodeficiency) n3eltitetdasiunisinelugien

q

lianunsoasnagiauiula seannuinsslewivesnisti immunoglobulin wenanastisluEaanisveawny

wauRvenTivIaly uidanunsaviliitheifilsnsia immune thrombocytopenia aansadiszdunaniien

Funnduunild® Faladinsfinwinagii immunoglobulin anldlugUeniilsagiAuiuvinuRauni

nalnnsaenguis

fivenevaud] winquinduieeysusnniignfe nsuii catabolism Y84 pathogenicimmunoglobulin
WumsilAiAansdudives FRN Bslaguni FRN azifushiuiinuluwadynimvasnideniinom
Laznduiie Tne 16G AURU FCRN azgnundasainnszuiunsviaiglu lysosome U3 IgG ﬁf’uﬁ%gnﬁw
nduAugnszuaden e FRN gndulae immunoglobulin MiU3nasnnainmslienissnu avhils FcRN
\Anne U (saturation) ¥l pathogenic antibody lsi@snsaduiiu FCRN 1# pathogenic antibody the
fazgnyhanelu lysosome sioly WunsLfiunssnsElunisvane pathogenic antibody® wenani
Faiivguidu wu n1sann15dures complement yonN13dnINeNTYIIUYEY FCYR receptor fiwad

WUALASNA @NUNT0BUIwALBYALNLLRL LA I ULENA1 91989

Fausdlumsle IvVig vaslsaszuuUsvanmuaznduiile

\losanimmunoglobulin Milunsinwlsamaszuudszenm ianfigenn enldgnussgediuli
HIMANWIANYIFR 92 %QﬁaﬁwﬂmEJ;:JLGTJ'EJWWLLawa@mm%ﬂﬁ%ﬂiﬂﬁﬁmum Inglsanneszuuszam
ndnilofifdevsdluilagtu @uau 2567) ldud

o TsAduuszamsniaudsundu (Guillain Barre syndrome) f1ia1n155uuss

o lsnsuueaniioinsiafiilon1ssuuss

o TsAndunilednau Dermatomysitis filinouauasdenissnuieefiugu

Tsadulsyamsniauiesinluneuaussen1ssnwmeeitug 1 (refractory chronic immune

O

demyelinating polyneuropathy; CIDP)

lsaduUszamaInIsuaneszey (multifocal motor neuropathy)

©)
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N15UINIEN

sUuuualuelurinussy 5% IVig 2.5 ¢ wie 5 ¢

YPWNENTIY: 0.4 o/ke/day S1uI 5 Fu (391 2 g/ke AoMTSHW 1 %) Tnefunamunimtngss
Vol

uneluusazlsa: aluneazideausaslsanusigun

v a wva %4
Yaufjunnaunisivien

1. UnAlifianudndudedieudwivienislielesiudeulien IVig sndiulufteninnzdsssie
mafanmratongafuvsenzlaedeunau wu fenilymuetdainuunnsesedidy insemsli
Vg o1avilminn1ag hyperviscosity 16 Tiiansannstasia (normal saline 10-20 mU/Kg) neunnsti
Vig

aa a A o = d' ) & Y] v & . a

2. TunsalneeinruAy Uindsee Uinllouniusi nielnunauainn1sliasiney Wansannis
T9e1 acetaminophen 500-1000 mg ’Lugﬂm_j 138 NSAIDS U Ibuprofen 400 mg naunsl IVig o1alw
52uffu diphenhydramine (50 mg 9MsSulsEmuvsedadvasndans) viseldnla msvanidesnisls

al [ 1o I

dvsesanilidnlu

3. 9193V IgA level Fansasnsrationaldansavilalunnaniuneiuia uasnansdanll
anunsneenualiisd wiiesngtiedndusedldduen IVIG eg1asanau Fenaden IVig NTiU3una IgA 6
W399 1gA sanlUawndeusunuintssuin walneyiludnazuuginliinisdingiasesdu IgA level
i gmngUaeiinmigved IgA deficiency n15LAsU IVig 19193 1gA Yuiloumntiuenaviniiiinn1isunag
Juwsela ™

YaufjuRszninamsilien

1. lumssulindausn slidhesnsiidn Ussanas 0.01 mL/ke/min (mUke/hr) wazses o U5
Lﬁué’mwﬁmﬂ 9 20-30 w1l lneAusngegade 0.08 ml/kg/min (4 me/ke/min d1%sU 5% IVIG)
Tunsalifthed BMI fige Lifideyaifisaneinmsduunstiliuimanes Vig agls uugilnzals
Tngmwny ideal body weight nauLaIUSUTUINIIMILNITHDUAUDINIARTIN“Y

2. AVSENFUNAFYIUTN TEY N15ATIVIR WU Fyeyautin AT anaphylaxis WagnISWN
3w 9 sevdamslifen Wiunsusmsen wu ldeswautuensiedu

N15LHN9EIIAZNITASIVAANINNAINIS LR8N

[ =

1. hsganmziubenandu duiusiulsnaniiuesdnsnisings Jedeidesliun auym

I LY

finglsavaenidenila lsavaenitonaad lumviu anuaulaings wayluiuludengs lneasiinnigides

o w a |<47

S X | Ao v o ' a a ) a Y | Y] ¢ Y
V]QQSUUE]EJWQNUEJﬁ']ﬂEyJWWﬂﬂJ{j‘\]‘UEJ@QﬂaTJ 4 FUAKIDUINNIN LLazLﬂﬂlﬂqﬂu‘U’N 2 dUANULINNRINIT

(48)

Toren
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2. hsrfainmglamedeundu Jadeideddun organnnd 65 Y fselaFada (CrCl < 60 mL/min)
Wy fiamgnath Snsldeniifuadels 19050 Vig auegs uasilsedu rheumatoid factor 7ige
Tunsdififimafivtues creatinine Wugan1slielu dose faly wawfnagAtunddlinnssnun wu nsli
ansuh mely 4-10 Tundsnsvegae®” uBNINEEI0 1Ny hyponatremia Sudunaifiosnaindilel

aAsnulnenn

Povalunislden (Contraindication)
1. Hypersensitivity
2. WhszlsegrdlnadalugUleiilaneSess fuieniiniie hypercoagulable w3agUlalnieg

Wesan IVIg agiiliAnn1z volume overload way hyperviscosity

k% =

Nav19LAB9RINYT IVIg

wulauszana 5-15% aulvgaznumumasnisivienlandalus Ineinasifedulunisiiasausniie
a A a Yy v o o fu A I v v o a
finswarurtinues IVig natAsainduiusiuUsunalasAuswesn1svien Inonzunsndauinazl
91Mskinn lidunseieuss wu hindswe vundu vieein1suiu neddienillsasiy wu lunsu
IzifinAUFsIveINIsiinnMzUndsveviselanuauasdnaulasaounninauilidulunsu®™

1. Anaphylaxis 4ag anaphylaxis-like reaction lWsungneuazlin1ssn¥IAIULINTFINYO

. aa g A 19 a1 o o A ) Y v a

anaphylaxis Tunsaifduiestiuw Tnenlidanuduimseasnaugadu d1ilain1stosonaniansan
ngansiientinsasunseludmesnsinsiaentininey

2. Transfusion-related acute lung injury (TRALI) Wunngasmeladuwaimundani sl
IVIg H91n15A&18 anaphylaxis wainn1snessuumaiumeladiuuutesnin ldifneinsvesiiu wsee1n1s
VYDITZUUNNLAUDIMNT
UnATye 399190101952 1IN 1N waaiiamundinsinenly 48-72 dalus
n17% volume overload
WilANUERwaNSIinaNdonansu
AzlaeReunduy

Azlamenluaene

G N o U AW

mamﬁmﬁammumm

8. M3stasuatenaiau (Plasmapheresis)

Apheresis §391nANYIN1AAANTIA1BINTAT ‘aphairesis’ FEANNLIEI LO19BN apheresis

= = o i cs o 1 & P o A v
QQM@JW89\1ﬂigUTUﬂquUﬂqﬁuqa'JUUigﬂ@UGUENLaaﬂa@ﬂLLaguanUﬂigﬂaULaa@ﬂL%aaﬂaUﬂu@Eﬂﬂjﬂ

v A

plasmapheresis vu1g8s nszUIUNTUINAaneanINEUIY druBnAnlanuvanglnaifesiume

therapeutic plasma exchange (TPE) A9N3zUIUNITUILADANIULATOINOTIELNTALUNNAIAN19DNAN

dutsznouldeaniduwad narakeneeninazgnilune wazlinsmawusigasumawnu®”

— e
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NANNISNNUUDILATD D

wn3osdlenldlunszuiunsvin therapeutic plasma exchange 2 nannslugje As nstulen
(centrifugation) kagn15n584 (filtration)

nsluuen luesestlefiiesestuadniely Wenadonasudiu (whole blood) sanaingiieuay
sty aziiensuentuvesdlnlsenauldennuanuas g vesiazdulsenay taldutdures
wanad indeden Hindonuuazidlaldeniad MEIINTL NaNAINIZONAIDBN KATVIALTILAEENTU VAL
(replacement fluid) anstmaunuRaNivaLUsznaudendunlilagnisesnasgnlanadululigiae

A A A = a P a A & 61 My |

n3nses luaseleduiunsosailslvlusiuruls uddiuusenauifeniibumwadsnulila wanasi
A 1 1 = A @ [ (% gj o ay = o
e uuHuNgnuenINdIuUsEnouieniluwadla niwintueiavzgniilune viee1vaziily

62 N5EUIUNTHENNAALTLUUNIY

FNULHUNTDIDNTU FaLkUNTDITUNasliisundn plasma fractionators
WHUNTDIEBITUITENTIN double filtration plasmapheresis (DFPP) Wi plasma fractionator @ansaiken
anslamuwinluana a1sluanalngignnsedesn uianshiluanaidn wu Sayiiu ssruununsesiuliuas
ndugiiie nMevih TPE medsiannisldansumeauwny Wewinudsnisnses dayiiugnaunaulviriae
Y = 1o < 4 Vo 96’
Adresliidndudeslasuansumauny

n13Anw randomized prospective trial Wisuisun1signislulenuazn1insesd1miunig
i TPE Tuge 21 snenudy Ussdvsnmlunisiianseanlifinnuunnsineiu winisliisnmstusenldnm

TunmsviiinanistesnitegsiidedAgnisain

N1IAALUUAALREN (selective adsorption, immunoadsorption)

& a A = | P ° ] . = o

Wunszuaunmsiiawiaunsafsanslunataitoonlasgsdunizlagldy affinity column eiiaau
A1 UNTIVAVAITT AN 19U immunoglobulin G (IgG), specific autoantibody %38 low-density
lipoprotein wWaadMINIUNIARENTTINMIERAT FvgnidnaupulvigUe IBn1stiiivenre awnsatans
7ABIN1519198nABE19TUNE UATITIATUNG

Y | o A Aa Y] ] A v =&

mamwaqmi@mLLUUWLaaﬂmumﬂ%ammwwma An N5l column @l staphylococcal
protein A (SPA) @131135097 immunoglobulin aenanwanasiilé Liesan SPA luduUsEnevvesaead
984 Staphylococcal aureus Uarilusapannga (high affinity) fadu Fc ved IsG lag SPA Ju fu IgG1,
15G2 way 18G4 Tapenaudanse @amnsdunu 1gG3, IgM way IgA finuusawansataiuly® wenainid

msldnmsgauuuAndendating immunomodulatory affect @13150a0 immune complex lunszuaidenls

gsnudanuds (anticoagulant)
@3 acid-citrate-dextrose solution A (ACD-A) Wuansfiudenutenilesldunniian Tugiiend
nsviuvesiuluung citrate 9zgn metabolize ldogesinsuaziilonadilunisfia systemic

. . 17 ] o < = ¢ N = a .
anticoagulation N34 heparin [WuasiuGaoaLd %mﬂiz‘l%ummamwmmmLﬂﬂm'gz hypocalcemia

lede fegradu ludniédn viieluitie metabolic alkalosis Juuse
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d@15umaunu (replacement fluid)
Aa 1 ~ I . v 1 - I | v @ a [ Aa [
ansvawnunilesliinniianfe 5% albumin Msldasnaunumednindesiuiudayiuliiluntels
d‘ = U v §f Y a . . ¥ ! ¥ . 1 a ¥
Wesnndianuduiusiunisiiin hypovolemic reaction loigandinisly 5% albumin egufien N5l
wanaduansmaunuiidousilunisinu thrombotic thrombocytopenic purpura (TTP) uenanndlenald
wanaiduansvauniluienidaymn coagulopathy viseeglugas 12-24 lusieuuasnainisviinanis
1 invasive
Uunaumanashitdieenlunisyil TPE wuuansgiu Ae 1-1.5 vesUSunamatadiilusenig vse

40 fiadans/Nlansu aunsatnasesnlnsesay 60-70 VoIUSUNUENSlUNTEWALR DA

ANITUNTNYDU
13911 TPE Taevhldidusinanisndasasie wiUage1alinzunsndould fail

9 {ihedlennsanmsia

1. ameiiwanBmsy (citrate toxicity) unmsunsndeunnulivesiign
hypocalcemia Li0431A citrate JUAU ionized calcium dsnaliszdiu ionized calcium Tuldonanas
(hypocalcemia) Fedanaliinn1siisyuves neuronal excitability HUieazilonts vseuln v
Uanedailowazyin wumdu nanullewnis mauld wlawuiindamzuazenall eduluinilagae QT e
(prolongation of QT interval) I M35nw1l# calcium supplement e 10% calcium gluconate

2. aeAUAudend (hypotension) HUiganaianuduiiennilaainvatgaie laun
hypovolemia AMgiwaINTLATN vasovagal reaction %139 allergic reaction HUhga1LAAAURULTDARN
970 hypovolemia iipsannistiarsnaunulineiiios Turaen1svin therapeutic plasma exchange
o 1 L= a I a = _a Ay Yo v A P A Yo . . .
TutusesduiinUinaudeniignisesn uasUsunamielafundudiu glienlasuen angiotensin-converting
enzyme (ACE) inhibitor aga1aiinnudessianisinnizanumudendlauinnitungd e1avenen ACE
inhibitor 24-48 Flusnaun15NN15911 TPE®”

3. AU (allergic reaction) HUhedinilonnisilu urticaria dyulvalifinlugthenlasuaismaunu

& | A A Yo & @ a & a X Y Yo a a
JunanadwsgUreilasuasnaunududayfiviaiunsainvuld vindUieiiannisiuusienaiionnts
auyaAumely WU ieu wheezing 19in155nw1eae diphenhydramine IV n1siAin anaphylaxis Wun1g
unsngaunnulatesinn

4. pnsmaaunela (respiratory difficulty) Wi pulmonary edema, pulmonary embolism,
transfusion-related acute lung injury (TRALI) Ingl pulmonary edema tAnangtheiivsunaianniiuly

A Y = LY ¥
wserUheiin1gialadumen

5. gaysde coagulation factor nsdingUaelaasnaunududayiiuaglifinisnauni coagulation
factor Mggysdely Tun13vih TPE 1 plasma volume fin15ansefued coagulation factor Useanusauas 25
)

fia 50 wndUaedinsviaureswiuiluund sedu coagulation factor azndugdsedivuniniely 2 Ju®

TuUredfianudsasionisil coagulation factor seAusn ovliasvawnulunatadilugasaunisi

wHan1s TPE
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[
a

Fousddmiunisi plasmapheresis Tulsaszuuuszamuazndaiolulszmalng (43oued
Weaiu IVIg 8ALIU dermatomyositis mﬂﬁ%}@iﬁaL%Q‘Ui%ﬁlﬂﬁm“i’fmi%ﬂwﬁﬁ’w plasmapheresis) 1A

« Acute inflammatory demyelinating polyneuropathy ﬁﬁmmnmm

+ Chronic inflammatory demyelinating polyneuropathy flimneuauesionn corticosteroids

« Myasthenia gravis ﬁﬁmmiquLLiw%ﬁmaﬁiaizwﬂé’mLﬁaﬁiﬂuﬂﬁiwﬁaia

¥

a v A o o o [ Yo Y J Y v A _(58,59)
mumamﬂ%uummLL‘uzmmm‘umﬂwmsuuiugd,ﬂ'wﬂquLauﬂizmmnmmua ’

151971 8.3 ¥ilAvesTATu (Fauuadnnn www.hhs.gov/immunization/basics/types/index.htm!)

Inactivated Live attenuated Viral-vector mRNA Subunit, Toxoid
vaccine vaccine vaccine vaccine recombinant vaccine
vaccine
Inactivated Mumps, measles, COVID-19 COVID-19 Recombinant Diphtheria,
influenza, rubella (MMR), zoster, Tetanus
Hepatitis A, Smallpox, Hemophilus
Inactivated polio, | Varicella zoster, influenza type B,
Rabies, COVID-19 | Yellow fever Human papilloma
virus
Hepatitis B,
Pertussis,
Pneumococcal,

Meningococcal,

AUrepIslasuAuEdINAningu Usslovdiasnatiameswedindu

[y I

waun1sliriadudmsuraseny Tidulumudiuzdies WHO

'
v o

AUrendnmeafiduiuin vialiiedusiindeduseunns (live-attenuated vaccine)

9

W e

4. fhoilduonandduiu wdsldsuiaduotaaznszdunmsairsgiduiuldlisiud duaeans
Tosuiagulinsumuiivruanal Ineanduiaduwiia inactivated vaccine, subunit %38 recombinant
vaccine, mRNA vaccine, viral vector vaccine, toxoid vaccines Iﬁfﬂ%uﬁauﬁumﬂﬂgﬁﬁuﬁu 2 dUa
vidodidu live-attenuated vaccine msliipdunouBuenaniduiu 4 dUavi uazvmngiaeldsuindu
mendsdulvenagiduiuluudimelu 2 &nii mslitadusiodnaios 3 Weundmenenaglidudu
dmSuen rituximab 130 B cell depleting therapy 1 9 wuziiliafudeudue rituximab ¢ dUani
30 12-14 dUaminaslien rituximab®

5. fthefldsu Vig msadugiideide varicella uay measles/mumps/rubella D19azintuldlaid
wuzthlisaduanan 14 Sudeunsliien IVig addnly wielisadiugi 8 ieundenissnwneae IVig Asudau

6. dam‘%mmﬂ@gﬁﬁuﬁu msvhnsfansaslsrRndawoule (latent infection) W hepatitis B,
hepatitis C, HIV lLa¢ tuberculosis Iuﬁgﬂwmﬁ%m corticosteroids 11ANINMIBLUIAY 15 Mg FiOTUUDS

prednisolone #30L7AE UL %ﬁmmﬁmgaﬁaﬂmﬁm reactivation 984 latent tuberculosis
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7. gUrenauidsnslasuAsnwannglietvganulsafnlemnAnnsaaudnunsiaie

[y

wouwls tvelvinisguasnuwineusuenagiauiulazinnunisiinlsafadengnnseduseninmsiv

[

gnNANIANAY

q

= N v A X =g o Ay o ) DA aa o o
M1319% 8.4 MsAarguluiieildennagiiuiu @awlasan wuamenistiuinisluaidiniaduglvey
nadlsadasiumieindu nsumuaNlsa aduUSuUTeTum 1 nuaus 2562 wavawuztnatun 4 dwmsy
wnndilinsauadUlelsa Neuromyelitis optica (NMO) uag Multiple Sclerosis (MS) n3alsailifigites

atudwan 14 guieu 2564 Insvusudueauisussmelng meldaunauszamineuisssmelne)

Vaccine AuugthdmsugUaenldenagifuiy U
Influenza (inactivated, live) 1 Qumnd (aneipdudemewintu)
Tetanus, diphtheria, 1 1udwmsu tetanus, diphtheria, pertussis
pertussis (Tdap or td) (Tdap), nasa1nuulyl tetanus, diphtheria

%39 tetanus, diphtheria, pertussis (td/Tdap)

ns¥Aunn 10 U
Measles, mumps wli a’mﬁmﬁmﬂﬁ‘luﬁﬂwmﬁ%’um
and rubella (MMR) low-dose immunosuppression

(prednisolone < 20 mg/day)

Varicella ulw g19a1sabilugUaeilasuen
low-dose immunosuppression

(prednisolone < 20 mg/day)

Zoster recombinant (RZV) msdnneuiiazuenagiiduiy

Human papillomavirus 3 193 5288119 0, 1-2, 6 LhoU dwsuglngy
vaccine msﬁﬂ 26 U

Pneumococcal vaccine PCV13 1 Wy wazmiudle PPSV23 1 Wy
(PCV13, PPSV23) Taeldiingann PCV13 ag19uay 8 dUAu

waanntwdn 5 U1 PPSV23 8n 1 lunsdleng
> 65 19 PPSV23 1 W aetlos 5 U wdanshi
PPSV23 ASsagn

Hepatitis A 7 2 Wu svewiing 6-12 fiou

Hepatitis B 9 3 Ju seee9ne 0, 1, 6 Lilou

Meningococcal vaccine Complement inhibitor (eculizumab)
WA 2w szezvinvegnedon 2 ey wavnsehumn
5%

Hemophilus influenza 1 W

type B (HiB)

Covid vaccine Timuaiuziveswinuesindulain wazusu

AUALULIYDINTENTIETITUEY
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ul VYV £%4 a v U
A15199 8.5 uansszeznaveamshiinduuaznsidennagiiauiu®

q

STYLIANINIAYUIUDS

v w. e A5 Live Y
. nslvign (FUa) ) , SL821IA1INN5 1N
YINIBUNANITI vaccine 3114 = a o %,u
Inactivated v ENNTIRAIA
. Live vaccine mslden
vaccine
Corticosteroids 0 0 Tla 0
(Prednisolone < 20 mg/day)
Corticosteroids 2-4 4 il > 2 Liiau
(visoiins > 2 dUai)
Azathioprine 2-4 4 Wl > 3 1oy
Mycophenolate mofetil 2-4 > 4-6 Wl > 2 1oy
Methotrexate 2-4 4 il > 3 1fou
Rituximab >4 >4 il 6-12 LU
Cyclophosphamide 2-4 4 Wl > 3 oy
Vg 2-4 2-4 Tulg > 3 1fiou (d93u measles
vaccine 913aAN1INdUAUDY
Yude 1 1
Plasma exchange 2-4 2-4 Taiuugi 0

n13lien prophylaxis dmsugUaenlasuennaglidudu wugdlilinnsnsianisinwedeusunouldsueine
Qﬁﬁuﬁu lAuA Stool exam for parasite, TB screening by CXR + PPD or interferon gamma assay, HBsAg, anti-HBc,
anti-HCV

1Y

M13199 8.6 n1shietesiunsine (prophylaxis) dmsugthenlasuenagiauiu

81 Prophylaxis or treatment

Corticosteroids LgUWINAU Hepatitis virus screening: ¥NATIINUNAUINYBY HBSAg, anti-HBc 30

Prednisolone < 20 mg/day anti-HCV Tiinisnsausediudu q wudiy sududinud@esnglunis
asafamuLazlieshw

13757993158 NU parasite 3vasdun1sanoTaulsa Tivinisshwilsatiu q
PIUTDUITY

Hepatitis virus screening: #NATIVNUNAUINTOY HBsAg, anti-HBc %39
Prednisolone > 20 mg/day anti-HCV Tivhnsnsiauseidiudu 9 iy saiudSnwgidesnglunimsa

Corticosteroids tguLviniy

wazliuiunii ¢ danvduly fnmuwazliensnw

N13M3I993TENU parasite vispasdonsandetadlsa hnsshuwlsatu
mudeus?

- PCP prophylaxis: trimethoprim-sulfamethoxazole (TMP/SMX) single-
strength (80/400) 1 Wasiau nTu %38 double-strength (160/800) 1 Liin
s 3 adasaduni lunsdiiiuien enalden dapsone iU pyrimethamine

\\/7 T a\NP
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g1 Prophylaxis or treatment

Azathioprine, Mycophenolate, - Hepatitis virus screening: #INATIANUNAUINTDY HBsAg, anti-HBc %39
Methotrexate (wimniin1slisauiu | anti-HOV Wihnsasaussdudu 4 wiudy i'a:uﬁuﬂ%mméﬁmmzﬂuﬂﬁmw
corticosteroids e1adnlufosiansan | Anauuazliensnw

nslsetlestumsinderfinfiu Wy - M3nT19g39138NU parasite vieasdumsindeTalsa Ivinssnulsadu 4
Wienfunsls corticosteroids iieuwi | snudusd

U Prednisolone > 20 mg/day)

Cyclophosphamide - Hepatitis virus screening: MNATIANUNAUINVOY HBsAg, anti-HBc %39
anti-HCV Tiinsasiausziiudu o iy i'mﬁuﬂ?nm@ﬁmmaﬂumimn
Annuuarliensng n1saTIIgannsENy parasite vioasdonisindetals
Thvhmsshwlsai 9 mudeusd
- PCP prophylaxis: trimethoprim-sulfamethoxazole (TMP/SMX) single-
strength (80/400) 1 Winsaiu ynfu %38 double-strength (160/800) 1 Lin
siotu 3 adareduav lunsaifiudien 919187 dapsone Tauffu pyrimethamine

Anti-CD20 e.g., Rituximab - Hepatitis virus screening: #1NATIINUNAUINYDY HBsAg, anti-HBc 30
anti-HCV Tiinmsasausziiudu o iy i'mﬁuﬂ?nm@ﬁmmaﬂumimn
Anautazlieninw

Tunsdifinsanunauinued anti-HBc issegnafien arsinnsannisT

&1 tenofovir disoproxil fumarate (TDF) 300 mg Tuag 1 A%t 1% tenofovir
alafenamide (TAF) 25 mg Juag 1 a%a wi3e lamivudine 100-150 mg Tuay 1 ns
w6l lamivudine Lﬂumﬁﬁmmﬁmﬁamgmdw TDF %39 TAF uagaIsAnaIw
seauhSadudnaudilussoy

- N1IATIVPIATENY parasite visaasdensinidetalse Whnssnulsatiu
mudauad

ilesannUszwalvedu endemic sy stroneyloid 1afi1sansTH
Strongyloidiasis eradication: albendazole 400 mg 2 adatotusioiilos 7 M
Ve Ivermectin 200 ug/ke Aetu 2 Yu wagldumaieniunaden 2 u
Wennadausn 2 &t

- 19158479523 Tuberculous skin test (Laww“luiwﬁﬁmwL?imw%aaaé’aifmiiﬂ)
dliiauan (> 10 mm surail 48-72 ) videdinauinan interferon-gamma
release assay Waz CXR Unf msUinwunnddifenglsatenvielsafnide
\iefiansannislit isoniazid 300 mg/day $UAU pyridoxine or rifampicin

450-600 mg/day NaUENATTIVE rituximab (11A CXR RaUnd THUSnwwwne
Aevyisunsshwiadse)
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