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Aafldandne e, wuamneifunsiingaeAnsn Rituximab Yeuld Tsavnasnidandniauwesnn

(Antineutrophil Cytoplasmic Antibody (ANCA)-associated vasculitis) 938 AAV

. WIMEMAUMsnIneae Rituximab Jausly T:iﬂg]ﬁaﬁﬁmmiquuwﬁlﬂmauaum
AON1TINYININTTIU (Refractory/severe systemic lupus erythematosus)

AUMTsABTIENaE @ - o nsuUTnandldimuandninesinsidndnemsnymenuia
dwsuifthongulsameszuutszamdedndusioddofisialisiegs swmsen Riuximab Ussneudae
lsnihlssteddeofa saniin Alineuaussionisinuidseiiugu Tseaussdniauangiduiuiaund
15A Autoimmune myositis ¥1ia necrotizing autoimmune myopathy (NAM) #30l9A Dermatomyositis
fifianisguuss lsadulssamsniauiFedsiilinevaussiosiaiiv soos Tandunoafioinsia
fiyuusuaghineuaussiosaiisoes uadlsniiafRaanaslsdvindiinendudud leanuneua
wdarniunisamedouuwmddinnissne §uae wavduoyanulusinasaniuusluszuy
Neurology immune treatment program (NITP) Lﬁamaaqﬁﬁlﬁnﬁhm %3887 081gN15LUNAEN
yipvengan1slden muuuInsiviheuddldSuneumneannsudydnatsiimun (eniiudioeg
TsnilstfedduRa eanfing sredufiamadeuluszuu biologic agents wazfaogTeninansing
Mgy Rituximab gnunsnamsiisuvensagnisiinaelussuuiananlesell) uaglmdnanesie
lussuudnarensaatainissnemeiuiadhssniswingu sl nmslderdsndndendulunuideuls
Fousiiifmua Fsazanmnsnidndreannmiesensld du
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Td81 Rituximab Tunsdigniau s Wuderdudungulsaniassuudssamiiaangidquiu
a a v o al v = al a o & w v . , a a o
AnUnd Aedu iivelvilUredadulsanenaiinaudndudeslden Rituximab Tunsdignidu tsaau
lsunissnuinerviasnunnudndu minzan waziivsedninm erdeswnanuanuluines <
137919 (@) WAZITIAADY UWHINTEIIVNAVNNNIUATARNISABIAUNITTNYINEIUIA W.A. bE&n
ﬁi ‘al = s a = e o a = s =
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o. Ufuusudlavidninasinisidndneansnmenunad s ufUasnaulsamesyuuszeam
‘UGQ'IL‘LI‘LJG\a&i‘UHWWMﬂﬂiﬁﬁlﬂﬂﬁd 318581 Rituxinab Ima‘lmmaﬂwamﬂmfmmimﬂmamanmwmma
8’1‘1/1‘5‘UNU’JEJ"INL‘Uui‘iﬂ“VIEJWﬁ]&Jﬂ'JWiJ'i]’]LUMﬂ@Qi‘IjEJ’] Rituximab lunsdignidu 15asu wazuiludesyuy
awgLlBuaIn “58uu Neurology immune treatment program (NITP)” Wu “sguu Rituximab”

o. WWinauludousinisiingaeaen Rituximab lusguu Rituximab dmiunissne
6 oail

b.e lIAnasAldansnt@uLe9AT (Antineutrophil Cytoplasmic Antibody (ANCA)-
associated vasculitis) ©38 AAV

oo lsngilafiilonniszuussibinevauasonisShuunsgiu (Refractory/severe
systemic lupus erythematosus)
w¥ouarimuauuamsiifunisiindieAienandn s1easiBeausingaindsitdandis o - b
Tnpaaunerunaazdosiniunisamebouunndgvinnisine guie uasdsleyanuluslanea
firtwualuszuy Ritudimab madulas hitps:/mra or th/index html titevesyiAtdnenen wisverieany
nailineen vievenganislden aunuimivihsnuiddsuneumneannsudy@naimun
waglviindrerelussuuidnienssatafnissnumeuiathsniswindu sausianasldendandnn
soudulunmdeuladeusdfimmun Ssavannsadnssanmasunsld

o. fiiansldanunsailuiadadutuaien Rituximab 9AFULUL 9UIR UAZAIIWLST
indudniufudiusmnissudaiald mnaamuneuraiinsesnlutaiaiuduaeidendns Tiseydu
“gireimdnlale”
wail Wilnalddssuiuadnumeuraiialusud il oo naAY oo [Wuduly

<. n3tifinTIvERUNUI anuneunadedeyalinsmudeinnie videliduwvsslou
Wnsaeaeunelusseznaniinmun viednistdeliasemudeuladelsiiidmun nsudgdnang
SunAuliuAe Rituximab Adndeluudaiiomun
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wuIneiiunsiindnednen Rituximab Yeusld Isavasnidensniduuasan
(Antineutrophil Cytoplasmic Antibody (ANCA)-associated vasculitis) %38 AAV
(muwfsdonsudnyTnans 7 na 0416.2/2 604 asfuil 12 fugoy 2568)

1. szuveydiinisiindneanen
1.1 anuneunadanidisdeudesiedounnddinuw uazdSuRaveulunisquasianiusyuy
1 ] a: o l:“
Aevienunnsudydnatsueuniie Weldissuy
1.2 Wweaysiinisidndieanen Rituximab yaiules https://mra.or.th/index.html idensguu
. . ] v ) d P 1 17 1
Rituximab Taglianungruiaaanzifoudurendesnislde wagdedayaninisunndveagias
= a = o ' oA
fignasmumuiuatanmiusinaeaiidimun (Protocol RTX - AAV) Aaumsaadndien
wuIMMIASIABULasiNT1BAe7 Rituximab fivunaudasalull
& vV v af o v dl' o oe d'd L4 ey
1.2.1 wwdgSnwastayanulusianeanimualinsunumesuluniadinniilunaeieydd
msiinaneeen wuudunnvsidoududGuiinsiddelsaveendendniduusini (AAV) feiutlagdu
b e 1 = a s } 2 3 1 r.'J 2/ ] v 1 o
viaeagUlsyifnwssunansitiande (offidal report) wiewmsdatayaluszuy ielissuudstayanalyds
dunansaumAvIMIguA W (@nd.) wasanunsadnealdviug
1.2.2 szuvazdsssilounaztayaluluslinead onsunnglnsiaeu wasudInan15nsveey

a

NYUIZUV Rituximab ﬂﬂ’luWEJ’]U’]ﬁﬁ']iﬂ‘iﬂ%lUNﬁﬂﬂim5’3%EiEi‘Uf’\]’]ﬂi%‘UULLﬁ%WQJﬁLﬂUL@ﬂﬂTﬁLﬁU‘lﬁ

2. AENURYDIFNTUNEIUIE
2| Lﬁuamuwmmaﬁﬂqmauﬁ’mumﬁﬁﬂﬁaLLasQLLaQﬂfmTﬁﬂ Antineutrophil Cytoplasmic
Antibody (ANCA)-associated vasculitis (AAV) Teiwn
2.1.1 aN50RTIMIBAINTIATININGT LAl anti-neutrophil cytoplasmic antibody (ANCA),
anti-proteinase 3 (PR3), anti-myeloperoxidase (MPO), anti-glomerular basement membrane (GBM),
anti-nuclear antibody (ANA) uwag complement
2.1.2 @1U150RTIINTIANTOA I TIINE5INE 10U 11371929 high resolution computer
tornography (HRCT) n15%1 kidney biopsy ﬂﬁdmné’auﬁ‘aﬁﬁ%é’aLLaaﬁﬂﬁuLﬁaﬂaw%Twwmﬂn
Wudu
2.2 fluwndiamzmenuiissylilude 3
2.3 flwmdamenmeennduiiniousgs meuasnuntlyyunsniouiiennasisnlsauesmiens$u

3. gusNUAvUWNginn1sinen

L"fJuLmeis’Iqu"mﬁmmﬁlﬁ’f%’wﬂ’aﬁaauﬁ'ﬁw%m&ﬁﬁ’mmﬂLLW“WEia‘mluaummmmmamﬂiﬂ%’a
LLa‘“ill'Wla"‘UﬁJ (theumatology) W3 eayENUINIsHYAERSTsATaUAL GURAGY mﬂgumm’tuamuwmma
ﬁlm‘sumiaum'l,uma 2 '
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4. nauateysinmsiingneanen

au3iAN151TnT8A1e7 Rituximab Tulsa AAV Ifun (1) granulomatosis with polyangiitis (GPA)
(2) microscopic polyangiitis (MPA) wag (3) eosinophilic granulomatosis with polyangiitis (EGPA)
fiflonmsiizu Tnefnasiasunnda fail

4.1 lle‘fJuQ'ﬂ?EJisUSQﬂﬁw (terminally ill) '

4.2 ¢ Up3dadlsn AAV mauLnasin1sTuunlsAves the 2022 European League Against
Rheumatism wag American College of Rheumatology (EULAR/ACR) classification criteria for GPA,
MPA and EGPA U a.f. 2022 (A1ANWIN)

4.3 sylfAnmsidndneen Rituimab Tugthelsn AAV fifidnuusdasielyil

4.3.1 ffUaelsm AAV fiaunsaldfen Rituximab Tusgss induction of remission ouidnin i
ogtios 1 Yoruwioluil
(1) flenmsmumsnel 2 veennprun uazliomsyuussdsenathangmsgaudemsyinay
yotoivzlnetoienilvieidsdin (organ/life-threatening disease)
(2) flomsiiEueh (relapsing disease) mmsﬁ‘tﬁ%’ummm‘gm
(3) §191N15MUATI9T 2 YBIATIANLAN wazlinauauDIn 08NN (refractory
disease)

(4) gUaelsm AAV Miidevinalumslden Cyclophosphamide

a

4.3.2 ¢ U2elsa AAV 1 lA$uen Rituximab Tuszey maintenance therapy da4vdaLn ousi
athatios 1 dosueluil
(1) §taelsn AAV FiflenmsinGudh (relapsing disease) uauillisuenunsgu
(2) ffthelan AAV fiaunsndeuannemnnsgy

5. YUINBLATIGNIT 13BN
5.1 nMs¥nw3udiy (induction therapy)
wugtn1slvien Rituximab Tneflvwnewazisnistimmudoladanils deil
5.1.1 Rituximab w19 375 faaniu/Muiiinvessismenheiiumsmaiuns mvaemdens
Snviazads Rasiafu 4 dUn
5.1.2 Rituximab w11 1,000 fladndunamasaidens 2 asa Ineusmssviety 2 s
5.2 mMy¥nwaiiies (maintenance therapy)
’Lﬁﬁf'mLawwsiuﬂizﬁﬁrg’ﬂqﬂmauauam’ami%’ﬂﬁyﬂussaaﬁf‘mﬁumﬁu
wuznsiie Rituximab lngivuinewagisnisiiemutdeladenidadussesinauiy
oeation 16 - 18 Wow fall
5.2.1 Rituximab 9178 500 fadn$u nevasndenm 2 ass Tasusseminatu 2 §Uanv
(Fuit 1 uaz 15) 0 6 1ieu (Foud 0, 6, 12 uag 18)

o v . . = v o5 v o v, . s

" Uanszazgavie (terminally i) wanedls fuaslsanianiodsbiaunsadnule (ncurable) wazlaanunsasaulvai '

(irreversible) Falupuiiuvasmmiddinu guivandedinlussoznandudu k G // /]
o s —— ” L S \ Pl ia L,

wanan flaedinanaslasumsinuuwuuusedulsznes (palliative care) TnesjmYdliasmuduiinuaspsmodwitiauud /rg(
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5.2.2 Rituximab wuna 1000 fiadnu miavaeaidendn 2 ass Tnsudmaeminedu 2 e
(udl 1 uay 15) Wn 4 ey (Weudl 0, 4, 8, 12 uay 16) wzlunsdiiiiannisiigudn ELLAVRE
novauesliauysal (incomplete response) vaieiiléunisinuniude 5.2.1 viefuaedlasuen
Rituximab TusogiEuduilaaandevsdde 4.3.2 (1) @enmstiud)

vanewg: nsalfthednliiunisdndulaveauwnddinasnw

Auuztiiady

D) mingiheidngssesasunandinuazanuuinves Prednisolone lataanimiawmiafy
5 fiadinfusieiu evfinsananvuineawsetnssssnsiiemiongasmndululd waswnlddue
\Wusseznaunuedies 18 ey

2) milfelundausn WEudaesanida 50 dadnsudedalus mnliiiromsuiorannsniia
Snsuirlumislientudn 50 fadnsusedalus 1N 30 Wil Ersniilunsiiengsgalaiiiu 400 fadnsy
sotalag)

3) #1309 premedication iU Methylprednisolone 100 fiadn3u uagen anti-histamine
neulvien 30 i

4) @8UNNBINTBS infusion reaction 1MNEA Rituximab Yjnafaneumslien nsdiinng
infusion reaction 1NN Rituximab Tvhmsususasngalumslienviongamsliodansoauenans
finfiuen

6. NIUTLAUNDULAZIZTNINNNITINEN
6.1 N1sUszIliuAUUTEANENAYR NI NEN
Ussillunsneuaueden1sinwied1atesyn 3 ey lnelonisuanameadin nan1snes
ynasUfuinisuayfadine vestheusazsefitundnising 4 - 6 ieu
VIR
KUIemavaussanysel (complete response) fia
1) laiflornsuanavinemddniinann vasculitis
2) HaN13952AN9MBIUHUANS laun inflammatory biomarker, ANCA #3oran1aniiideon
fivsuenidimsinauveseTeazsing 9 Wuund
3) wanN15nTI995@Ine lluansindnisiisu
6.2 nsusztiudnunuUaonse
6.2.1 niounsliien deshiiinnedndeiiliannsnauali
6.2.2 9579 CBC uae LFT Aounstiiennsiusn uaznnadanounsleiluseudaly
6.2.3 M99 HBsAg, Anti-HBc, Anti-Hepatitis C, Anti-HIV, CXR for TB, stool exam for parasite
Aoumslen mansawumsindeweat SuludedinsinunmsandavisiietosiunouEumssn

A8 Rituximab
6.2.4 sevinemslien Rituximab Tidhsedadyanndn lemndiieuseaniiomsuients




7. \nQAIN1TUYAEN

Tngaen Rituximab Wensianudeladanis dutelui

7.1 anuzvesthodewduiiiessosgavhe (terminally il

7.2 fiashinansensneuavesumsiitundslden 4 - 6 oy

7.3 glheiineimstnafesmioudien Rituximab auliannsalden Rituximab sels

7.4 gsufasnislden

7.5 tanssst (Withevgpedeneusdinsmauninsaasn) sniu fanusudumemsund

7.6 msndeguuss (fihevgaewiensusdhasmeoumiussedsivaonieniomennmsinie
TULTY)

7.7 AAINUANME hypogammaglobulinemia (IgG <5 g/L)

7.8 glhevansinausansinulaglifivsnaduauns edlugaefdavedunne

7.9 wwdUsvdiufneuaziiuaemslivenen 1w lsadhgameatuieiiiossaramannnd 18 eu




AMANUIN

AeSunemuUBLUINNAiunMsinden1en Rituximab dausld fUlelsaviaaaifendniaunasnn
(Antineutrophil Cytoplasmic Antibody (ANCA)-associated vasculitis) #58 AAV

The 2022 European League Against Rheumatism ta& American College of
Rheumatology (EULAR/ACR) classification criteria for GPA, MPA and EGPA U a.A. 2022

A19199 1 classification criteria for granulomatosis with polyangiitis, microscopic polyangiitis

and eosinophilic granulomatosis with polyangiitis

2022 AMERICAN COLLEGE OF RHEUMATOLOGY / EUROPEAN ALLIANCE OF ASSOCIATIONS FOR RHEUMATOLOGY
CLASSIFICATION CRITERIA FOR GRANULOMATOSIS WITH POLYANGIITIS

CONSIDERATIONS WHEN APPLYING THESE CRITERIA

s These classification criteria should be applied to classify a patient as having granulomatosis

with polyangiitls when a diagnosils of small- or medium-vessel vasculitis has been made

+ Alternate diagnoses mimicking vasculitis should be excluded prior to applying the criteria

CLINICAL CRITERIA

Nasal involvement: bloody discharge, ulcers, crusting, congestion,

blockage, or septal defect / perforation +3

Cartilaginous involvement {inflammation of ear or nose cartilage, hoarse voice

or stridor, endobronchial involvement, or saddle nose deformity) +2

Conductive or sensotinedral hearing loss +1
LABORATORY, IMAGING, AND BIOPSY CRITERIA

Positive test for cytoplasmic antineutrophil cytoplasmic antibodies (CANCA)

or antiproteinase 3 {anti-PR3) antibodies +5

Pulmonary nodules, mass, or cavitation on chest imaging +2

Granuloma, extravascular granulomatous inflammation, or giant cells on biopsy +2

inflasmmation, consolidation, or effusion of the nasal/paranasal sinuses,

or rmastolditis on imaging +1

Pauci-immune glomerulonephritis on biopsy +1

Positive test for perinuclear antineutrophil cytoplasmic antibodies (pANCA)

or antimyeloperoxidase lanti-MPO) antibodies -1

Blood gosinophil count 2 1 x10%iter -4

Sum the scores for 10 items, If present. A score of 2 5is needed for classification of GRANULOMATOSIS WITH POLYANGIITIS,




2022 AMERICAN COLLEGE OF RHEUMATOLOGY / EUROPEAN ALLIANCE OF ASSOCIATIONS FOR RHEUMATOLOGY
CLASSIFICATION CRITERIA FOR MICROSCOPIC POLYANGIITIS

CONSIDERATIONS WHEN APPLYING THESE CRITERIA

« These classification criteria should be applied to classify a patient as having microscopic potyangiitis
when a diagnosis of small- or medium-vessel vasculitis has been made

» Alternate diagnoses mimicking vasculitis should be excluded prior to applying the criteria

CLINICAL CRITERIA

Nasal involvement: bloody discharge, ulcers, crusting, congestion,
blockage or septal defect / perforation -3

LABORATORY, IMAGING, AND BIOPSY CRITERIA
Positive test for perinuclear antineutrophil cytoplasmic antibodies (pANCA)

or antimyeloperoxidase (anti-MPO} antibodies ANCA positive 6
Fibrosis or interstitial lung disease on chest imaging +3
Pauci-immune glomerulonephritis on biopsy +3
Positive test for cytoplasmic antineatrophil cytoplasmic antibodies (CANCA)

or antiproteinase 3 (anti-PR3) antibodies -1
Blood eosinophil count = 1 x10%iter -4

Sum the scores for 6 Items, if present, A score of 2 5§ Is needed for classification of MICROSCOPIC POLYANGIITIS.

2022 AMERICAN COLLEGE OF RHEUMATOLOGY / EUROPEAN ALLIANCE OF ASSOCIATIONS FOR RHEUMATOLOGY
CLASSIFICATION CRITERIA FOR EOSINOPHILIC GRANULOMATOSIS WITH POLYANGIITIS

CONSIDERATIONS WHEN APPLYING THESE CRITERIA

+ These classification criterfa should be applied to classify a patient as having eosinophilic granulomatosis
with polyangiitis when a diagnosis of small- or medium-vessel vasculitis has been made

+ Alternate diagnoses mimicking vasculitis should be excluded prior to applying the criteria

CLINICALCRITERIA

Obstructive alrway disease

Nasal polyps
Mononeuritis multiptex

LABORATORY AND BIOPSY CRITERIA

Blood eosinophil count 2 1 x10%iter
£x!_ravascut§r eosinophilic- predominant inflammation on biopsy

Positive test for cytoplasmic antineutrophil cytoplasmic antibodies (CANCA}
or antiproteinase 3 fanti-PR3) antibodies

Hematuria
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A15199 2 ﬂ'lﬁl'lnﬂﬂ’J'mmaaimwuw%am%mmqn'ligcuul,ﬁﬂmimﬁuﬂmm&nﬂﬂmmwua
wsaideddn (organ/life-threatening disease) Tugtae Antineutrophil Cytoplasmic Antibody
(ANCA) associated vasculitis (AAV)

or olfactory dysfunction or deafness

- retro-orbital disease

- severe episcleritis/scleritis

- skin involvement with ulceration

- glomerulonephritis

- meningeal involvement

- central nervous system involvement
- pulmonary hemorrhage

- cavitating pulmonary nodules

- cardiac involvement

- mesenteric involvement

- mononeuritis multiplex

- limb/digit ischemia

A15199 3 w']ﬂmmmgﬂuﬁ wuziIwldlunn95ne1 Antineutrophil Cytoplasmic Antibody
(ANCA)-associated vasculitis (AAV)

- SUUTEMU 2 me/kg/day
- 918 60 U 1.5 mg/keg/day
- 918 70 U 1.0 mg/kg/day
anvuINeNasen 0.5 meske/day Tunsdlfl GFR <30 mU/min/1.73 m?
_ admaoadonsn 15 me/ke a dUnWT 0, 2, 4, 7, 10 war 13
-9 60U 12.5 mg/kg
-91g 70U 10 mg/kg
anuLNAENasen 2.5 me/ke Tunsdiil GFR <30 mU/min/1.73 m?
Methotrexate 15 - 25 mg/week
Azathioprine 1.5 - 2 mg/kg/day
Mycophenolate 2 - 3 g/day

Cyclophosphamide

mofetil o
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KUINIININUNITLUNIIAT Rituximab
Foudld Tsagilaiifionnisquussitlineusussdanisinyinasgiu
(Refractory/severe systemic lupus erythematosus)
(mamisdensutay@nans A na 0416.2/2 604 asuil 12 fugneu 2568)

1. szuveydian1siindngnen
11’LwamuwmmaawuqaaLLf\Nmmauww Ji5nuwn wasdsuiinveulunmsquasianussuy
sombssuiinaudydnanweumng dWerthszu
1.2 Iwpaysiin1sidndaeanen Rituximab maulad https:y//mra.orth/indexhtml idenszuy
Rituximab Tagl¥anuneuiaameifouduasiidesnislien uagdadoyanisnisunmduesgdae
figniesnuanudustsnulusianeaiiiivua (Protocol RTX - SLE) naumsdaadneinen
LuamansnsIREeULadnTaeeen Rituximab Sifunsussieluil
1.21 LLWWJ@jiﬂmaqsﬂaa‘;am’]miﬂﬂmﬂaawmwudmmwmLaaulwwﬂﬁﬁﬂﬁmummﬁaqﬁﬁ
A5EnT18A187 wuudnuneseisudausisuiinisiiadelsa systemic lupus erythematosus
feiuilaqiiu wieasuuseifniaunantiiilady (official report) wiouhsdstayaluszuy Welwssuy
deffeyareludsdninansaumeauinsgunn @na.) uagannsadneilaiviui
1.2.2 syuvavdanvsndounazdayalulUslinnoasenazmmd §nandou Lasudwan1snsaden

NIUIZUU Rituximab ﬁﬂ’]uWE}’]U']ﬁﬂ’]iJTiﬂ‘%JUNaﬂ’]‘iﬁi'}ﬁlﬁﬁ]U’ﬂ'}ﬂ‘J%UULLaﬂﬁﬂJﬁL“ﬁULaﬂﬂﬂitﬁUlﬁ

2. AausuUAvaIEnIUWEIUNA

2.1 Puaoumeunaniinaeaudilunsidedeuazquagiasln Systemic lupus erythematosus (SLE)
Ifun @nnsansIaviodensaadsuiven wu anti-nuclear antibody (ANA), ANA panel, anti-dsDNA,
anti-Sm, anti-phospholipid antibodies #58 complement

2.2 funndiargneaiszylilude 3

23 fymdiamemennsuineuazsmguasnuilgmuvsnieuiienseuisnntsauas viensin

3. ﬂmﬂﬂJUﬂ“UEl\‘iLLWﬂﬁlNﬂ’lﬂ'ﬁiﬂﬂ']
3.1 EL'WVIEJN‘V]’Iﬂ"l‘i'}uﬁ]QEJ L‘U‘HLL‘W‘WEJNL?jEJT?J']EUVIIGWUM&Q%E]EJH?J@]M?EI’NMUGI?%’]HLLW%B&JT]

=)

'LuauanmmasmamﬂsﬂmaLtau'smmaszm (theurnatology) %39 qmmwmé‘limauav‘smmamm"lmu
Usumﬂuaummmﬂmwmaaqmimmam'ﬂmwsumﬂm (pud1") %38 HIUNTHNBUTUBYAIY
Iiﬂ%'auas'imﬁa#?'umﬂ@iwﬂ's::mﬁ visavilsdoayiivieydidasanuweanilusyaminunsunmdlsa
TouazpnAady waz/vie

3.2 wwddihnsinundan fe wnddiBmmgildunldeayfiviaydvasmnumeaniluann
NUISVYANENS W3OANI1DIYTANERS mﬂgummu‘l,uamuwmmawlmumsauumiuﬁua 2 lnsunng

AT 3.2 ﬂﬁﬁ]@ﬂiﬂﬂﬂ?uWHﬁU'}aLﬂEJ'JﬂUWi’ﬂﬁO’]UWEﬂU"Iﬁ@Ulﬂ (ﬂ']EJ‘LG]ﬂ"lilﬂ‘é‘Uﬂ’ﬁiJiﬂH’]LLWWEJW]&J‘U@ 3.1




4. ineuteyiAnsinsnesnen
oyinaindeane Rituimab Widaelsrgilafifioinisanisnglaguuse linevaussionisinm
un3gU (Refractory/severe systemic lupus erythematosus) lneilinausinsunnge ot
4.1 maa"l,mﬂuwmaiwuaﬂma (terminally il)
4.2 D1 2 Vil
4.3 losumsitadeindulsa SLE amanasinisduunlsagilaves Systemic Lupus International
Collaborating Clinics Criteria for Systemic Lupus Erythematosus (SLICC) 2012 %38 European League
Against Rheumatism lag American College of Rheumatology (EULAR/ACR) U a.d. 2019 (AARWIN)
ieinasinsiladeiuulgedign
4.4 faelsnglaiifiennisanlsngiasuus Tnadinwstodwion 1 deddaluil
4.4.1 gheilen1santsrgllasyiugunse Inefiensei The Systeric Lupus Erythematosus
Disease Activity Index 2000 (SLEDAI-2K) 11nni5ewiniu 10 %5 clinical-SLEDAI-2K 11nn731
N30 8
4.4.2 gUanlsagladiAdail SLEDAI-2K feundn 10 wie clinical-SLEDAI-2K Hasn3 8
nude 4.4.1 uiflemsanlseglassiuguuse uazenmangmsgydenainueseivglae el
amsvisaidedin (organ-threatening or life-threatening SLE disease) madieladonilsegnaion 1 915
il
(1) szuviauazUszamiledurewnainnisdnuay Téun
(1.1) lvdunasdniau (myelopathy)
(1.2) idudszamauvaedniau (neuropathy)
(1.3) L?jaﬁuauaqé’mau (aseptic meningitis)
(1.4) viaaaiaanaudsnay (cerebral vasculitis)
(1.5) TspUaanuszamsniau (demyelinating syndrome)
(1.6) 21MsM19IAUIEAM (acute confusional state/psychosis)
(1.7) amednuuudeiiles (status epilepticus)
(1.8) aunniau (cerebritis)
(2) szuuszuuladinine, laun
(2.1) Amezindmdendnaingla Taefidwundndandinnin 25 x 10%/ans
(2.2) aazdinideauaslauvitaised193uns (severe autoimmune hemolytic
anemia) @3l hemoglobin Taenin 8 N§u/AnTaRS
(3) STUUNITUDIU E@N1ATIN
(3.1) R9UszamaONLEU (retinitis)
(3.2) naenldenv0Usza1nm1gAi uIINNISEnLEY (vaso-occlusive disease
vasculitis)
(3.3) wdudsganvmdniau (optic neuritis, optic neuropathy)

" flheszezgavine (terminally i) vuneia I’~I‘U'JEJI‘Sﬂ".’I’Nﬂ’]Ej‘dﬂlhﬁ’m’]‘m‘iﬂ‘eﬂ‘lﬂ (incurable) LLau‘lnﬁ'\Mﬁmﬁy’m’anw'uu 199
(irreversible) m'[ummmwamwmmnm wiJm'-n"Laﬂmm"Lui"ﬂ s1adudu ;" [ A
CTRERYE) D‘\JIU’JEJ'."Nf‘la’ﬂﬂ?l'ilﬂ?Uﬂ’I‘i‘iﬂ‘l&t’lLLUUﬂi“ﬂUﬂi Ava (palliative care meama'lwammwmwmuau}-mn\{ﬂw 'jﬁtflua

o ST “ﬂ i



(4) szuumaiiue ws laun
(4.1) \Woyreviosdniau (peritonitis)
(4.2) anlddniau (lupus enteritis, lupus mesenteric vasculitis)
(4.3) @ldgndiu (intestinal pseudo-obstruction)
(5) szuuilanazszuumaiumela ldun
(5.1) ameviladuman (cardiac failure) Fuiilosannndunilomilasniau duila

LAY
(5.2) @onpanlulsn (pulmonary hemorrhage)
(5.3) Yamsniauantsagla (lupus pneumonitis)
(5.4) viaaadanvialasniau (coronary vasculitis)
d‘ o s 1 s = g U .
(5.5) Wevuladniauruiuiionnistudamila (cardiac tamponade)
o = = ] ey = o = e v M v ot
(6) szuudu 9 No1vazilnaronunIndin niensanliudda diluldsunissne
DEVTUN

4.5 uglinauawearenssnuisiieeuinsgu vieliansanureeimslifisUssasdvesen

uwsg annsideladenis fail

4.5.1 dnsmisuguusadu organ-threatening or life-threatening SLE disease wazlinauauss
foE1 Methylprednisolone Turuinga (30 fadnsu/Alansu/Au luinfhmingardesndn 35 Alandy
w30 500 - 1,000 fadnsu/fu ludndithwindaiaud 35 Alanfuduly viogluy) AlkHunen 3 Su
IngRasannsmavausadussezig 2 dUai wagiin1iglude 4.4.2

4.5.2 welgsunsormdslasumssnwnasen Cyclophosphamide %38 Mycophenolate mofetil
Turuinunsgu 1éun Cyclophosphamide aiinsudseniu 1 - 2 fadnsu/Alaniu/Su vise vlieavien
Wnvaesdenduunn 500 - 1,000 fadnsuremsaunsinnme vise Mycophenolate mofetil afiasutsevu
1R 2 - 3 nfudetu wioruia 600 fadnsusdemsnunsimedenss Tassulsemutuas 2 at
warlaiaunsamunulsalindsainldsuenfunategles 3 (wou

4.5.3 laignunsaldenegiilude 4.5.2 Idideseninadrudvanieditevuedidlaetramils
wu fideulsivasiudinannndy 3 wihwesd upper limit of normal (ULN) %38 indenumsnia
3,000 wad/gnuianiadiuns vie ddalnsilavesndt 1,000 wad/gnuiaifiaduns vseiiennisunen
wiefimsindoquusnvieiinmainidetndluananldonagiviady 4 Aeluls

5. YUINLILLAZATNITIAEN
wuzNslAeN Rituximab Teedivuinewazisnisiven il
5.1 N193NESUAY (induction therapy)

Akl YUIAL Rituximab
Winenegiaust 2 Tauly 500 - 750 fadndi/AuiiAvesnemhodumsans
Hlviy 1,000 fiadinsu
USseTmavaaaidons 2 ads Tasudmsevihiu 2 dai




5.2 n1s¥nuadaiiies (maintenance therapy) Ii3umdaanléasu Rituximab maarﬂma 6 Fou
Lawmﬂ,unmmmmamauauaamamﬁnwﬂu‘avavﬁmumwu

K YUIME Rituximab
Lﬂﬂmmﬁy'mm 2 Yuly 500 - 750 fadnay/Auiifvesmemiodunsns
Alvey 500 58 1,000 dadnsy
USwsevnavaeadensh 2 ats Tnsusvsenvinety 2 da

waneime: nsolfUandng ssevasuvmendin (clinical-SLEDA2K iy 0 Taglsifuinausives anti-dsDNA
waz complement) uay anvumveinglaneifinees (Glucocorticoid) Turuatieuvia Prednisolone
Wasriwsewintu 0.2 fTadnsu/Alansy/ ﬁ'm%’w;l"ﬂamﬁnﬁﬁiwﬁ’ﬂﬁ@aﬂ’iﬁ 25 Alansy %58 anvuie
vasnglanesiineen (Glucocorticoid) Turumiiaumi Prednisolone fosniwmaewinty 5 fasndy/fu
dmiugUae g M‘%aﬁﬂamﬁﬂﬁﬁﬁwﬁnﬁmﬁi 25 Alansu Wusseznanfnraiuuiuediles 6 oy
mﬁ]wmimnammmmawﬁaEmiuﬂ.umﬂmmmawammmﬂwulﬂlm
Auuzi iRy
) mildeluadusnldGudesnugs 50 faanduaalug winlifnensuienaunsadfivsnsnia
Tumslfentiugn 50 fadn3/dalug N 30 wilt (Ensudalunisliongeanlsiiu 400 fadnsu/dalug)
2) a5ty premedication 1fiu Methylprednisolone 1-2 ﬂJaaﬂiﬂ/ﬂiﬁﬂih/ﬂiﬂﬂ’]ﬁiuw‘lJ’.]EJLﬂﬂ
%38 Methylprednisolone 100 Tiadnsudwiuguiedlvg) uasen anti-histamine ﬂE]“Lﬂ‘WF;I'] 30 W
1‘1&&9Uﬂ7ﬂ9’1ﬂ1‘§‘0@@ infusion reaction A& Rituximab nﬂﬂiﬂﬂaumﬂ‘wm ﬂim‘wum’az infusion
reaction 91n&1 Rituximab ‘Lﬁﬁﬂmsﬂﬁ'ué'mi’ugﬂum's‘lﬁam?awqﬂmﬂﬁm%ﬂi'}'gmmaﬂmsﬁ'ﬁum

6. MsUszfiusendnanisine
6.1 Msusziliuduuszdvsuavainisinum
Ussliiunmsmaudussrenisinwediaiseyn 3 weou lasdainisuansmendin nanisesia
maiesUiRnsuaysdine vesfiroudazseitundinisinm 4 - 6 ey
winews Msvsziliunsnevauss lildtudeladenidiveluid
1) fnenauauedauysal (complete response) A SLEDAI-2K wirifu 0 Tagliiduinasiass
anti-dsDNA uag complement (1fguLin clinical--SLEDAI-2K)
2) §awneuaueadl (good response) fia SLEDA-2K anasadatios 4 Asuuy wie clinical-
SLEDAI-2K anaseeoy 3 Aviuu
3) naingfUaesl SLEDA2K laigemnadie 4.4.2 hsvdiunsaeuaussiiananmeediin nansss
e fiinsuassadinemussuuiididy
6.2 nMsdszdiuiuanuUasnie
6.2.1 nounsivien (;fa\‘llljflﬂﬂ&aﬂL‘??@ﬁl&jﬁﬂﬂ?iﬂﬂ’)ﬂﬂmlﬁ
6.2.2 n59 CBC uay LFT Asunisliienadausnuaznnadaneunslyielusaudaly




6.2.3 915799 HBsAg, Anti-HBc, Anti-Hepatitis C, Anti-HIV, CXR for TB, stool exam for parasite
neunsliien nasawumsindewaisndudeddiinisdnumsindeviselrentestunausunssnwm
ABEN Rituximab

6.2.4 sgwinenslvien Rituwdimab Tidhsy Ssdyanadin WesandUasuisneenaiionisuenls

7. \nQu9in1TvEaeN

Ivivgaen Rituximab wiensawuteladenils feielui

7.1 anuzvesfihowdsudufihessezaaineg (terminally i)

7.2 ffelsiuansennsaeuasddumaiiddundsldertag induction therapy fisvasiian 6 1o
fnsanliliesaiios (maintenance therapy)

7.3 fhuifinoimathadsaviewiien Rituximab aulsianansolden Rituximab seld

7.4 giheuiasnislden

7.5 fanssd (WifasvgaowSenausaiaasmaundesease) sndusimmsdumansumd

7.6 MsRadiagul (igiUevgaewdeasusiinasnauniiuszes bivaendevsomeanmsinde
TULTY)

7.7 ATIAWUANME hypogammaglobulinemia (IsG <5 n3u/ans)

7.8 flhevianisinnunanisinu laglifivenaduauans WeglunasRtaveumnnd




AMANUIN

AR5 UNBLUUTERUINIeifunIsiGngneA181 Rituximab
Foudld Tsaglanilomsyuusaiilineuduasientssnuunnsgu
(Refractory/severe systemic lupus erythematosus)

NN UNTIARIY Systemic Lupus International Collaborating Clinics Criteria for Systemic
Lupus Erythematosus (SLICC) 2012

Clinical Criteria Immunelogic eritevia
1. Acute cutaneous lupus 1. ANA
1. Chronic cutaneous lupus 2. Ant-DNA antibodies
3. Oral or nasal ulcers 3. Anti-Sm anribodies
4. Nonscarring alopecia 4. Antiphospholipid antibody
5. Arthritis 5. Low complement (C3, C4, CH5Q)
0. Serositis 0. Direct Coombs” test {do not count in the presence of
7. Renal hemolytic anemia)

8. Neurologic

9. Hemolytic anemia

10. Leukopenia

11. Thrombocyropenia (~100.000/mmc)

Legend: ANA=antinuclear antibodies; Anti DNA Antibodies = Antideoxyribonucleic acid Antibodies; Ani-Sm Antibodies =Anti Smith
Antibedies.

wnewn I83unisitaduilefiinne > 4 de Tnudesiiednsles 1 98 ves clinical way 1 4
189 immunologic criteria w'%'aﬁmwsw%uﬁa‘lmwud%ﬂu‘lmé’nLaumnq'ﬁa WARBIE ANA
%39 anti-dsDNA 57um¢

(seasBuaLfisidy Petri M, et al. Arthritis Rheurn 2012; 64 (8): 2677-86)




Naein153LuNTsA systemic lupus erythematosus (SLE) 984 EULAR/ACR T a.6l. 2019

Entry criterion
Antinuclear antibodies {ANA) at a titer of 21:80 on HEp-2 cells or an equivalent positive test {ever)

V

if absent, do not classify as SLE
if present, apply additive criterla

Additive criteria
Do not count a criterion if there is a more likely explanation than SLE.
Occurrence of a criterion on at least one occasion is sufficient.
SLE classification requires at least one clinical criterion and 210 points,
Criterla need not occur simultaneoustly.
Within each domain, only the | weighted criterion is counted toward the total score§.

Constitutional Antiphospholipid antibodies
Fever 2 Anti-cardiolipin antibodies OR
Hematologic Anti-82GP1 antibodies OR
Leukopenia 3 Lupus anticoagulant 2
Thrombocytopenia 4 Complement proteins
Autoimmune hemolysis 4 Low C3 OR low C4 3
Neuropsychiatric Low C3 AND low C4 4
Delirium 2 SLE-spedfic antibodies
Psychosis 3 Anti-dsONA antibody* OR
Seizure 5 Anti-Smith antibody 6
Mucocutaneous
Non-scarring alopecia 2
Oral ulcers 2
Subacute cutaneous OR discold lupus 4
Acute cutaneous lupus 6
Serosal
Pleural or pericardial effusion 5
Acute pericarditis 6
Musculoskeletal
Joint involvement 6
Renal
Proteinuria >0.5g/24h 4

Renal biopsy Class 1l or V lupus nephritis 8
Renal biopsy Class 1l or IV lupus nephritis 10

Total score:

¥

Classify as Systemic Lupus Erythematosus with a score of 10 or more if entry criterion fulfilled.

g
#




Systemic Lupus Erythematosus Disease Activity Index 2000

{Enter weight in SLEDAI Score column if descriptor is present at the time of the visit of in the preceding 10 days.)

Weight SLEDA]  Descriptor Definition
SCORE

8 Seizure Recent onset, exclude metadolic, infectious of drug cavses,

8 Psychosis Altered ability to function in normal sctivity due to severe disturbance in the perception
of reality. Include hallucinations, incoherence, marked loose axsociations,
impoverished thought content, marked illogical thinking, bizarre, disorganized, of
catstonie behavior, Exclude uremia and dug cavses,

8 Organic brain Altered menta! function with impaired orientation, memory, or other intelectual

syndrome function, with rapid onset snd fluctunting clinical features, inability 1o susiain atiention
10 environment, plus at Jeast 2 of the followiag: perceptual disturbance, incoherent
speech, insomnia or daytime drowsiness, or increaged or decreasced psychomotor
activity, Exclude metabolic, infectious, or drug causes,

8 Visual disturbance Retinal changes of SLE. Include cyioid bodies, retinal hemorthages, serous exudsie or
hemorrhages in the choroid, or optic newritis. Exclude hypertemion, infection, or drug
causes.

8 Cranial nerve disorder  New onsel of seasory or motor ncuropathy involving cranial nerves,

8 Lupus headache Sevlm. persisient headache; may bo migrainous, but must be nonresponsive 10 naccotic
analgesia,

8 CVA New onset of cerebrovascular accident(s). Exclude anteriosclerosis,

8 Vasculitis Ulceration, gangrene, tender finger nodules, periungual infarction, splinter
hemorrhages, or biopsy or angiogram proof of vasculitis,

4 Arsthritis 2 joints with pain and sigas of inflammation (i.c., tendemess, swelling or effusion).

4 Myositis Proximal smusche aching/weakness, associated with elevated creatine
phosphokinase/aidolase or clectromyogram changes of a biopsy showing myositis,

4 Urinary casts Heme-pranular or red blood cell casts,

4 Hematuria >$ ved blood celishigh power field, Exclude stone, infection or other cause,

4 Proteinuria 0.3 gram/24 hours

4 Pyuria 5 whit2 blood cellsthigh power field, Exclude infection.

2 Rash Inflammatory type rash.

2 s Alopecis Abnormal, patchy or diffuse loss of hair.

2 Mucosal ulcers Oral or nasal ulcerations.

2 Pleurisy Pleuritic chest pain with pleural rub or effision, or pleural thickening,

2 Pericarditis Pericardial pain with at least | of the fallowing: rub, effusion, or electrocardiogrom or
echocardiogram confirmation,

2 Low complement Decrease in CHS0, C3, or C4 below the Jower limit of normal for testing faboratory

2 Increased DNA binding  Increased DNA binding by Farr assey sbove niormal range for tosting laboratory.

i Fever 238°C. Exclude infectious cavse,

i Thrombocytopenia <100,000 platelets / x10%L, exclude drug causes.

{ Leukopenia < 3,000 white blood cells 7 X10%L, exclude drug causes.

TOTAL
SLEDAI

SCORE




