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(Clinical Practice Guideline for Pemphigus)
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UminAuzdl (Strength of recommendation)
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AMNNVANGIY (Level of evidence)

A vinefls vangndildinannnsnwinisedinuuu randomized controlled trial fiflaininavas
NSANYT MTOMENFIUIINNITIATILYILUU meta-analysis

B vinefls wangwiiléinannnisinwinisaddnuuu randomized controlled trial fiflnaunndoeatio
WiaNsANY W3NISFNBILUY non-randomized controlled trial awalvie) Fadnausedndiausslemw]
w38 Inwegradutn
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CPG =

DIF =

IIF =

ELISA

Dsg =
BP =
SPD =

IEN =

PDAI

IVIG

ACEI

DEXA

PPls

NSAIDs=
CBC =
BUN =
LFT =

HBsAg

TFT =

TPMT

Clinical Practice Guideline

Direct Immunofluorescence

Indirect Immunofluorescence
Enzyme-Linked Immunosorbent Assay
Immunoglobulin

Desmoglein

Bullous Pemphigoid

Subcorneal Pustular Dermatosis
Intraepidermal Neutrophilic Dermatosis
Pemphigus Disease Area Index
Intravenous Immunoglobulin
Angiotensin-Converting Enzyme Inhibitors
Dual-Energy X-ray Absorptiometry
Proton-Pump Inhibitors

Non-Steroidal Anti-Inflasnmatory Drugs
Complete Blood Count

Blood Urea Nitrogen

Liver Function Test

Hepatitis B Surface Antigen

Thyroid Function Test

Thiopurine Methyltransferase
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LsAunailia (pemphigus) Wulsaguinneafiiinainsanmeasngisumuniiauninesuwasaivilady

wilainiuazigadiBoyRivenules dwalinsiaineiuveseaddnaninunineliindusbuinuas

wra lsamuiidaanunsaduunladungueesdmandlumsnan 1 dmsun1sidadelsa pemphigus 14

NAINNITINAR LS ARIT

1. dnvazresseslsadilariulsn pemphigus Lawn dsutlafiuandte (flaccid blister) uniam

WIBLEaUHIANeY U a1 U1n Ay dre uay olwdzine

2. Han1sAIaMenes e lanulsa pemphigus lalA intraepidermal separation Wag

acantholytic cells

3. wamInyIneduyluiveveladeniiadilaiulsa pemphigus

3.1. Direct immunofluorescence (DIF)

3.2. Indirect immunofluorescence (IIF)

3.3. Enzyme-linked immunosorbent assay (ELISA) maa%%"méﬂ’wwmmuﬁuaﬁ

n1531ad8lsA pemphigus AISLINNAENG 3 T8 MInTTeTinlun1sdnsIIMWBIULUANTS

A11150919BNATeT 1 Aedlanwazseslsadnlanulsn pemphigus WaziNaN1IATIANIINYD

W1 (o 2) Wiewan1snTIan1Buylwinel (Te 3) egdlaegrmilaidnlaiulsn pemphigus

M50 1 MsTwunvliawagidadelsalungy pemphigus [1, 2]

Pemphigus Pemphigus Paraneoplastic IsA pemphigus
vulgaris foliaceus pemphigus
DINTUWAYOINT | AULWONATUNG | SRINEIMATUND | dutiweuazuna | sanila vide oy
LEna paenfinaniianas | naenfinamils paonfitviauas | vuesiiiands wu
oy snlaimudl | lnoamgiinud | Doy fuuasdive | Téiosuinasnug
ushadhilouazdn | seulvsiuinn aunsanulavatey | vniiu geniu
Wi 81n159U9 71 | (seborrheic area) | AUISULINTY | WINVILALEIRN
WUTIE TauA | iU nin Asuy sudsihdiowazin | ldwuseslseiiie
NAWAIUIN B | Wagdidngisun | Wi dnwasiane | Ui
iy szeneidesty | linuseslsaiiide | veslsafe ey
YR UIUUINSNLEY




Y0IAADN LUV

15959 (intractable

Hnaduus stomatitis)
NANENSINEGN Suprabasilar Subcorneal A combination | SPD type
acantholysis acantholysis of pemphigus Subcorneal
with with intact vulgaris-like, vesiculopustules
acantholytic epidermis erythema with minimal
cells along beneath the multiforme-like, | acantholysis
basement granular layer lichen planus- IEN type:
membrane like Intraepidermal
resembling “row vesiculopustules
of tombstones” with variable
appearance acantholysis
DIF Intercellular Intercellular Intercellular and | Intercellular
deposition of 1gG | deposition of IgG | linear deposition | deposition of IgA
and C3 and C3 of 1eG and C3
along the
basement
membrane zone
IIF Intercellular Intercellular Intercellular Intercellular
deposition of 1gG | deposition of IsG | deposition of IgG | deposition of IgA
circulating circulating circulating circulating
antibodies antibodies antibodies antibodies
ELISA Positive Positive Positive SPD type:
antibodies antibodies antibodies positive
against Dsgl and | against Dsgl against Dsgl, antibodies
Dsg3 or against only Dsg3, BP230, and | against

Dsg3 only

plakin proteins

desmocollin 1
IEN type:
positive IgA

antibodies




against Dsgl and
Dsg3

H&E(hematoxylin kag eosin), DIF(direct immunofluorescence), lIF(indirect immunofluorescence),

ELISA(enzyme linked immunosorbent assay), Ig(immunoglobulin), Dsg(desmoglein), BP(bullous

pemphigoid), SPD(subcorneal pustular dermatosis), IEN(intraepidermal neutrophilic dermatosis)



unin 2 N13UTEEINAINTULTY KUINIMSIne uasdmanensinm

N15UTZIEUAMNTULTS

AINUTULIITRLLIA pemphigus axnsaUseliule 2 Uwuu laun nsUsziiuseslsansioudisuiuiiui
Aida (Body Surface Area) waznsldiszuunsivimzuuu (scoring system) tnaszuunisliasuuudidey
1% loun pemphigus disease area index (PDAI) [3] %aﬁmmiaﬂizLﬁummqulmsuaﬂiﬂlﬁasm
AsoUARuTTEETsAULRT LAz ayfarneUeII1enY Famsedl 2
mmquummmaﬂﬁﬂ pemphigus mmmaﬁ’muﬂlﬁﬁqﬁ (4]
s¥AULloY

- seglsatounindosas 5 vesiuiinovd uay/vide

- sedlsafideyudlinsnunmsnduvidedududeddenusamoinstin wag/vie

- AZLUY PDAI Ua8niNsawiniu 15 AL
sEAUUIUNANNDININ

- seglsAnINnIININFesay 5 VesuNRImITY Uay/vive
- AZY PDAI 1131 15 aztuuueliiiu 45 Aziuu Tusgiusuwsaiunas

- AzWu PDAI 11071 45 Tuseuiuusann

M19199 2 SEUUNTIIAZLULAIINTULITIVBIRILIA pemphigus [3]

Hanile so8lsA HaNIENU
fuvtivneniedane | usa/sni vide seounslil J0UAYIDT0Y
LAY

0 laidl 0 laidl

1 1-3508lsA lagdl 1 seelspllidunigudnate > 29y, | 1 &
walyl > 6 @,
2 2 -3 50elsA Negniewil 2 seelsAllduraugnans >

2 930, wekid > 6 @l

3 > 3 seulsn wazlifiseslsalafiiduingudnate > 6 au.




5 > 3 588l5A Lay/YM50llng19tes 1 saulsaiill
WuRAudnans > 6 .
10 > 3 so8lsA way/vsellegnausy 1 se8lsANd
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WaNINGoU AMUNUILULYBINTEAN ANUAUlaANEIaNad LUIVINY WDugdu
LUINIINITSNEN

n33nwilsa pemphigus AwgnUTULUABUMUTEAUANTULTIVRINTHUE tnadvanefenistndd

Tlsaasy (induction to remission) neaseslsaldliinlyal wagyilviseslsaiilogifiauvne Tuszayiinig

Y

$nweaee corticosteroids way/#se rituximab LHuN1sSneNTusEansnmuas 91afiansanlena

'
¥ 2 al

ARIIUAIY AI5UN 1 Ay 2

Y Y
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UM 1 wwInmenisinwilsa pemphigus Njunsetieslneiiseslsatosnitsesay 5 vesliuiivie uag/
3o Hseglsafibeuudlinsenunsndunrsedidudeddevssmmeinisiin wae/m3e Azuuu PDAI tee

AIUIBYINAU 15 AzLUY [4]

15A pemphigus N1julsetiay

LUINIENISTSNWINEN

® Corticosteroids : oral prednisolone 0.5 — 1 1n./nN./34U

® 91afiarsanliien azathioprine 1- 2.5 un./nn./4u %se 81 mycophenolate mofetil 2 N51/5u 38 81 rituximab

mevaenidenastay 1 ndu Inglievineiu 2 dUavisan 2 A3 Auariv oral prednisolone

3-4 dUasi
\ 4
Lisnansaatuaulsald - auAulsald
>
ﬂiﬂjﬁﬁﬂ’lﬂ‘lﬁg‘lﬂﬁm prednisolone 0.5-1 an./ o Snwraiilesiaganysunaen oral prednisolone
nn./3u uaz/vse AZA Wse MMF wisaidavin/ 3-4 fani pgaduioaznynemelu 3 vie 4 Wouwmnien
v o
HATINABIANETAINAT rituximab $nw13IunTe AseqUuEImnlilasy
o  Tifuen rituximab mevaenidenadeay 1 rituximab 3372
n3u Tnelevhedy 2 daisa 2 ade

v

6-8 dUn

y

lianansaatuaulsald

o Tfinunmen oral prednisolone Futdu 1-

1.5 un/nn./u




3UM 2 LwInmanisinwilsa pemphigus NIguLsIUIUNANETULSIN [4]

15A pemphigus N1FULIIUIUNATTIFULTININ

LUINENITINWINEN

rituximab wag/yse corticosteroids

e Rituximab Tigmmaendenaisay 1 niu Inelvisvieiunn 2 dawisiu 2 Asa Saufunisivien oral prednisolone 1

un./nn./3u Inganu3anaien oral prednisolone ageth itevgngnenigly 6 e wie

® Corticosteroids : oral prednisolone 1 - 1.5 un./nn./3u Wissrdaifien wie o1aRasanlien azathioprine 1- 2.5 un./

An./3u 58 871 mycophenolate mofetil 2 n3/3u sauMe w38

® IVIG 2 nfw/nn./sou tneuimsenmelu 2-5 u vng 4 favt lunsdiigiieiinisiadesunse vide ddevialunsly

3-4 §Uni

A 4

liisansanduaulsald

v

° 1un5ﬁ17iﬁ§ﬂ’aﬂ1§%’um rituximab 391U oral prednisolone
- T oral prednisolone q&qmﬁﬂ 1.5 un./nn./3u v3e
- TN corticosteroids vunganIviaenLden
methylprednisolone 0.5 n$u/31 %50 dexamethasone 100 1n./3u
Ansariu 3 Tuneiunn 3-4 dUavlugiausn vide
- i IVIG 2 n$/nn/seu Taeudmsenmelu 2-5 Ju v 4 dnno
o TunsdifigfingléFuiies oral prednisolone 1 un./nn./3u tiesaens
e}
- il oral prednisolone gegniia 1.5 un./an./fu saufutiuen
rituximab 1 n3k Tglsewiatunn 2 Saisa 2 adt vde
- Whfinennagil 1 azathioprine 1- 2.5 un./nn./fu vde o
mycophenolate mofetil 2 N5u/3u TaudY
o TunsdifigfUnel#Fuiies oral prednisolone 1.5 un./nn./4u wies
2E191AE7
- e rituximab 1 ndy TelFevisiunn 2 Samisa 2 ade vde
- Whfinenagil 1 azathioprine 1- 2.5 un./an./fu v &

mycophenolate mofetil 2 n$u/Ju S8

AuAulsAld *

v

3-4 §Un

=).

v d’ LA ta' =)
ﬂﬁiﬂ}lHszﬂfﬁiﬂﬁQ‘UﬂQﬂgﬂﬂﬂ!ﬂﬂu 6

® Rituximab 500 3. ¥i30 1 SN
- inseolsnasuanysal taz
I~ . A
- 1@entluT5A pemphigus LUUFUUTING HAZ/HTO
v e o o 4
YIANNTEAD anti-Dsg antibodies “lusmu’ga**ﬂ
A A o
POUN 3 YBINITSNE
v v
® Rituximab 2 n5% (AS9a2 1 A5 571 2 asaTagld
[ % 1% o,
gAY 2 Filam)

- winseslsads asuauysel

o & R
ﬂ1§§ﬂ}lHWﬂtlmiﬂﬁ'QUﬂQﬂgﬂﬂ“!ﬂﬂuﬂ 12 ey 18

® Rituximab 500 3n. tAouN 12 va 18
- wnseslsaduauysal tay
- TaommizdhendinsiinauInves anti-Dsg

antibodies UaL/¥30 IIF

wnewe * lunsdifilsaasuanysal Tugtefinedulsa pemphigus LuusuLssUUnae uaz anti-Dse waz/3e IIF 1uau aansaansyu oral prednisolone

ety euiau laglidasli rituximab ludaud 6, 12 wag 18 Wau

wanewn ** lunsdlliaunsansia anti-DSG 16 ansafieufosa IF Auuinauarsunzes




TunsdingUaeilulsa pemphigus seausuussn lineuausssian1ssnwiee rituximab w3e I1e

PulunsIReN rituximab 913N I ENFID UNLA IR LUT

- Intravenous immunoglobulins (IVIG) 2 n$u/nn./seu Wneusmsennielu 2-5 Ju 19 4 dam ue
lsianansalviendimngiheiinig 1gA deficiency

- #1 corticosteroids VUAGMNIMABALREA LU methylprednisolone 0.5 NFu/3U %38
dexamethasone 100 1n./3u @Aasariu 3 Ju vieiuyn 3-4 davilugiausn

- msgadunataun (immunoadsorption) agnaties 2 ASwn 3-4 Furinefu 4 #Unno Tneddevinu i
nsfndesuusdluszuuine Slsevilanssvaeaifonuuuguuss uiduussnouilldlunsgedy
wanaun 1A3uen angiotensin-converting enzyme inhibitors (ACEI) wagiin1gidensaninund

JULTY

N3SnEIUUUTEAUUIEAD DY)

- #9151n138AEN corticosteroids laNEYA LY triamcinolone acetonide dmTuuimuugey
PoaUn WeysUHUN waziints
- #1 corticosteroids %ﬁﬂmﬁﬁmﬂmmqmﬁﬂ 191 clobetasol propionate, triamcinolone

acetonide WafigayyaslnNsuiun1slden systemic treatment

AMPISINAS]
DTaPlebelbbliAEl

msguasnaludwddglunsinulsauasdosiunnsunsnunsndounionaiiniu 819 n1siade
amadutnnnusausiu Tunsdinfiunalvsiasyiunanniu duustdmiunsiunaoaenuazey
iAoyl

- Thengwernenuazensuinegweeuley sednseisladlviduuan

! S Y < & = ' 5 2 X v
- wgguilagldiduagenn Usaande wsnluiignuvessduinlaenasvaeduiuiuuy

- esEULY 9 figinferaren Usirannide ietislumssruneuargadullngdes uay viA

A4v01959815ADNATINILUENU D
- MANALINITARNRIVILNAUUUEDN

- Tunsdingihefionnsiutinnsesdneulmiiusvauwna/quin farsaniieuiviniiouss

91NNSNOUTUYIIAMNAL DAL



- dunauazdunntayadiuiuiaviiwniaseslsalvg

nshauFuiyUae

AUieuarAsaUATIAITIATUTaYaANSAeatULIA @me wumnansSnwlaedaay N1sguawNg TN
nsAamuNTINYIegesiailonieniuanlmlsneglunsasuliuiuian annat1uAeas

ANTENINGDUNDIWANTUINNAILSALAZ I ALETNE [5-7]



UNY 3 N155NWIAIB8 corticosteroids

AUt 1 e corticosteroids Wunsshwindnaedlsa pemphigus [4, 5, 8, 9]

YUALSUFUVDS oral prednisolone Mwuzih Av 0.5 - 1 un./nn/3u luseie1nslisunss uag 1 - 1.5

un/nn./du Tusefiennisguunse [4, 5, 10] (Auuzdisedu |, AuNwrangusEau C)
ANBUIIUALUANG
mslden corticosteroids anunsnandnsnisidetinainieuaz 72 Judeway 30 [11]

finms@nwiTeuiiisuszninenaiiuen prednisolone TuIAs 45 - 60 un./fu FUTUIAZ 120 - 150
un./3u Tugdie pemphigus ﬁﬁmmiqul,m wuhwdinishievungeasyiligUagls remission 1nnan
ualuszuzeny linunnuuanadluliges duration to achieve initial disease control way relapse
rate [12]

AU 2 ndalinauaunIanIITNYIAEIUINYININGTY A18lU 5 — 7 U @saiuYUIngN

Fowar 50 - 100 aunIRzANlIAld (AUULITEAU |, ANNIMENGIUTEAU C)
ANFUIIUALUANG

Aulsals et lifiseslsalniuazsaslsaiusume
Treatment failure vixnefis nsilyianunsanulsals uilasu prednisolone 1.5 un./nn./du uu 3
danii [5]

eyl seelsmazyreain melu 1 - 3 Wou naskinissnwiegamunzay [8]

ALUZLNY 3 N1sanen prednisolone aziiuviliolifiseslsalul urueg1einy 2 dUai uayseulse
Wuveiosar 80 lnguuriianruinenadiosay 25 N 2 dUam aumde 20 un./u andulianas 2.5
un./&Uaii uagiliewde 10 un./u Naeas 1 un./u [8] Wie1aUiuanmmise [13] (Auugtnsgeu lla

AANVENGTUSEAU C)



YUIRY" prednisolone AUz lun1Tanen

> 40 1N/ anUUINAY 10 UN./dUA19 UKD 40 Un./U

MnuuliRuInegl 40 U/ W 1 dUan

40 un./3U ANTUINAY 5 UN./AUAY UKD 20 UN./U

MnuUliREInegT 20 UN./AU W 1 dUan

20 Un./3U ANVUINAY 2.5 UN./AUANY ULED 5 U/ T

nuuUliRuIneT 5 Un./AU W 1 dan

5 un./u anUIAAY 1 Un./FUAY AUnERE

£%
L]

WANANTUTILAM U TUNTANLIIUAUTULTIVBITILIA AIM1579[4] (FUzUISEAU lla, ABININ

nangIusEaU C)

eud 1987 prednisolone Tu 1981 prednisolone Tu
pemphigus ﬁmmsiaiqul,m pemphigus 81N137ULTY

1 0.5 un./nn./3u 1 un./nn./u

2 0.3 un./nn./3u 0.75 un./nn./u

3 0.2 un./nn./3u 0.5 un./nn./3u

4 +0.1 1n./nN./ 0.3 un./NN./3U

5 - 0.2 un./nn./3u

6 - 0.1 un./nnN./3u

Amugtg 4 mndnsnaudugi (relapse/flare) s¥minanisanen dauurilunsiidvuing)

prednisolone #a1e35 Al

- wnenduldruawifunewinseslse [8]
- wvuegdudas i [14]

- Wnveeniesaz 50 vn 10 Fu aundnazaulsale [14]

wenantimndnisnauudn msiiansandenistienagfinlyly corticosteroids wisdly visenisuiiy

unenATTliley corticosteroids Nflogud iawasuluenaginlily corticosteroids wfindumn




lagnenaninladly corticosteroids wlimmslurmnaimsgan winegntsy 3 Wou [5] (Auugisedu

lla, AMAMNUANGUTEAU C)
ANBUIIUALUANG

[y [d Y = A 1 a X 1 1 = (-7 1 1 I~ 1 [y 4
msnaduug vuneda duinduluiinniwsewiniu 3 dusswounaglimeiadly 1 dani [3]

AU 5 N133NYINYEN corticosteroids YWNFINNIMABALERA LU N5 pulse intravenous
methylprednisolone 10 - 20 un./nn./3u w5 250 — 1,000 1N./3U U 2 - 5 TuAaiy 91998vilA
Tsmasuidivu lusendionnisguuse viselineuauesse oral prednisolone AWAga [5] (FuuzIseu

b, AMAMMENIUTEAU C)
ANFUIIUALLUANG

finsfinw {Une pemphigus NiseelsaluUinfiguuss 31w 12 578 lasumssnwiiie pulse
intravenous methylprednisolone 30 un./nn./3u wiu 3 - 5 Tu Ingliviesiu sevag 21 Tu ¥anlila
pulse intravenous methylprednisolone fUaelasu deflazacort 60 1n./3u WuIFUILIIIARINTSA

Fulu 1§19t wazdl remission naalasusnlundn 2 — 3 59U [15]

1N1sAnw Eziﬂw pemphigus 8 918 lisUN133ABIAIY pulse intravenous methylprednisolone 8, 9
e 10 un/nn/Au Tuduu $1uau 6 - 10 ade Taufunisle oral prednisolone wa azathioprine
%38 cyclophosphamide wudwéjﬂasJﬁy’wmmauauaﬁﬁiami%’ﬂm Tnefimsndudiugi 4 510 Tae 3 lu
4 5791A3U pulse intravenous methylprednisolone Snadauaziin remission agalsinunugUaey

HeTn 1 s1endalaen 12 Yu [16]

finsAnwideuiieunsiv pulse intravenous methylprednisolone fiunguaiunu Tugdae
pemphigus #ilinouauasie oral prednisolone WA 40 un./Fu wuinguiild pulse intravenous

methylprednisolone i remission off therapy geninngualuay agalsinmunsanyiliivediin

Wennusinuvesiedeutneloy [17]

fnsAnwUIauisunsi oral prednisolone funsly oral prednisolone @dufiu pulse
intravenous betamethasone TugUe pemphigus Wuaingudlel oral prednisolone adufiu pulse
intravenous betamethasone @1u13a1d1g remission latsininuazratnafesiesnindnngy oeslsh

'
o o =

munsAnwiiivednde WesanusuaesUlereudisios [18]



Awuzii? 6 Luwugiin1s3nwieae pulse oral dexamethasone WLLANAINNNFSNYININTFIY
(Fuugtsyeu lll, AMAMUANGIUTEAU B)
ANFUIIUALUANG

finsAnwiuTeuiieun1siy pulse oral dexamethasone 300 1n./3u Wy 3 Jufafunnieu fu
placebo Tugtae pemphigus #lAsun155nwaae oral prednisolone 80 1n./3u Sy azathioprine 3
un./nn./Ju wuin M3snweae pulse oral dexamethasone LiNALINNTINBINIRTHIN WU lila

Uselowddiandia [19]

AUzl 7-20 (Auiisedu b, AunvangIuseau O)

N5UBINUNILENINYBUINNANTWABN corticosteroids

- wuzihlinga9 bone mineral densitometry (DEXA scan) Aeusulinissne mnefinund (e T-
score < -1) wugiidwoaysunndsaulive \fiefiansaulyf bisphosphonate [20]

- wuztli calcium 800 - 1,200 1n./3u wag vitamin D 800 - 2,000 1U/d Tugthennsie [20]

- wuzthlienannsangy proton-pump inhibitors (PPIs) Iwgﬂwﬁlﬁ%’um corticosteroids U
non-steroidal anti-inflammatory drugs (NSAIDs) videiiadeidsdlunisiin uralunseimnzenms
oA 1reiluse iR uwalunszimnzenms guynida Auwoaneseddn o1gunnnd 65 U vieRug1dud
WA ILEES WHALUNTZNIZOIMS LYY bisphosphonate [13]

- uugihld HbAlc %39 2-hour plasma a4 oral glucose tolerance test Tunifadeunmnuiiin
9nmslifen corticosteroids Liasnmuingn corticosteroids Snviildiin postprandial
hyperglycemia 111111 fasting hyperglycemia [13]

- wuUzdn339 lipid profile Aeusulnssnw WaLARAINYN 6 Wou [21]

- mﬂﬁﬁﬂwﬁmmimaﬂ adrenal insufficiency %39 steroid withdrawal symptom Elﬁmmmiaﬂm
VA [13]

- yngthefienmsdutheninvsendning wugtliusudu stress dose [13]

- AeulwnisSnwmiee corticosteroids UNATIBULINAU prednisolone 11N 20 1n./3U wugt i
AsafAnsaIsinde fueluil Salsaven nsAnenens Strongyloides stercoralis lh3asu
Sniauduazd We HIV (mnilarandes) [22]

- wushlinuseRidetunsldsuTatusagliradufinasldsunewsunissne wuzihdn lve-

attenuated vaccine AAULSUNNSSNW 2 — 4 dUa9i [22]



wugihlieildsulurueitesnin 20 un./fu ves prednisolone Yunsaniadu COVID-19
Iemnan@ dmsudihedldsualurunaiiunnndi 20 un./%u 184 prednisolone 81a3un1sdnindy
COVID-19 l¢manind (Sslsififoaguinmsazideunisanindu coVID-19 senluieuniels) [23, 2]
yngthelienmsuindeaslnn Wwselna uuzihldseengsunmdlsade Woussiiunny
osteonecrosis [20]

wugiilinamilaedngunnd deusaliinissnm wazsnngteiiennisues donszan wie Fefiu
wugahlvidsednyunmeiloyssiiuiianda [21)

Glucocorticoid-induced myopathy shindeensseunsienduielnglifonnisuin aude
msoAuvesnduie TneshiFuidunassing uazaniuasiAndidunuansdn Jadeides feo 15y
grluvuaiininndn 40 un./Su vee prednisolone uanNTTmui dexamethasone finuidss
110 prednisolone Mans1aMsTasUFTAN1TI creatinine kinase level wag
electromyography $nazUn# mnasdeneil wurthanuunneasedgseinge T (nefossediu
falsAuaze1nses steroid withdrawal symptom 3auge) ensseunsainasitunely 3 - 4

dUanai [21]



[

unil 4 N33N¥IRILEINANNANAY

Azathioprine

Auuziind 21 Azathioprine (AZA) \Ju first-line adjuvant drug Fadu steroid-sparing agent lun1s

$nwilsa pemphigus vulgaris (AWENTERY I, AMAMNMENFIY B)
Az 22 linasld AZA lundjesnsmsssuagliuuyns (pregnancy category D)

ANFUIIUALUANG

v
= Lo o

AZA azasuiiu 6-mercaptopurine adlgnsduds purine metabolism Lagdugein1sa3ns DNA, RNA

2

[y

waglusiu Jaansuuseaduaznagilauiu [25]

q

Favnuldagrufnuin (absolute contraindication) [26]

Wien AZA

- wﬁqﬁgaﬂﬁiﬁuaﬂﬁuuqm (pregnancy category D)

- ogluamsRnidosuus

- INSINIUURIAURAUNR

- fenuAaundvedlunszgn wiielianuiinunfveadinden

- lspdugaudniauy

_IEsuteduniinideidu (ive virus vaccines)
doszainszislunslden (relative contraindication) [26]

- Q’ﬁlﬁ%’um allopurinol

- JUsgiRsunssnwnig cyclophosphamide 38 chlorambucil

- MIINNUYRIlAUNNTOITULT

- lsahSasudnuau

Y @ 1

- AANUUNNTRINRANAURETULSS (HIV)

- Aaelifagainvairiunisinwm

- ginduseifvieduuiliulunus



514 [25, 27, 28]

Wuensudsenu

YA AZA lFlun153n7 pemphigus vulgaris agfl 2.0-2.5 un./nn./3u Tugifl thiopurine
methyltransferase (TPMT) enzymatic activity Un# tag 1.0-1.5 un./nn./u Iuﬂﬁﬁ TPMT
enzymatic activity G‘]I’W

yuneLuzthEAuR 50 un/Au uarUsudinvuinemn 1 @i ielild optimal dose A

TPMT enzymatic activity

UsZANSNIN

Toyarsousyansnmuainisly AZA Tun1sshwilsa pemphigus vulgaris §ailagogadnn

LY o w

NMIANYIVLIAENNUINNITLY AZA Wieseegnafenlun1ssnen pemphigus vulgaris fiUsyansamn
anunsavhligUaemeainseslse waseauliveufvefanas agnelsfimunisly AZA weadafealy
n135nw Aslalu pemphigus vulgaris “Uﬁﬂiﬂi?ULLiﬂWﬁﬂfﬂ [5, 29, 30]

finsanenuindlold AZA Wu adjuvant drug $9uffu oral prednisolone Wisuiiu oral
prednisolone LNENDENNLALINUIT AZA HUILENTAINNALNUEN corticosteroids LagaN1Tnan
sy6uen prednisolone g1

nsAnwwin randomized controlled trial WudUs¥an3AMANS3NY1 pemphigus vulgaris 3
Usziliulag PDAI Wiguwiniuseninangu AZA, prednisolone wagngs prednisolone Lilgaag1aife?
Tu 9 1flouusn wagngu AZA, prednisolone 31 PDAI #1niings prednisolone Llsagnaifien s
fifedfaufl 10 F9 12 WWou [25, 31]

mMsAnwuuuSeumdslugtaeiliiu AZA iU prednisolone wuihilgthegaiadosay 88 fiduau
508135 pemphigus vulgaris anas (end of the consolidation phase) [32]

finsanenuin Wleld Aza Ju adjuvant drug $aufU oral prednisolone i complete remission

rate 7i%08ay 28-45 [33-35] NAN1STNBIRLSUTUT 1-2 1oy [26]

NavI9LABg [7, 25, 26]

Aauld 91l
nan1saueslunszanuasn1sasadnden
wilanafaie

AUDNLEU



nsnsraneesUfiRnisiauEun1sinw [26]

- ®939 complete blood count (CBC), BUN, creatinine, liver function test (LFT), HBsAg, anti-HCV
- 7999 anti-HIV Tugfidadeides

- NIRTIRNNSIEUDR

a

- ®379 urine pregnancy test Iuﬁwmaﬁﬁiamaﬁamiﬁ

- TPMT activity

nsnsramessUfiRnisiteRnaussninenissne

- 7929 CBC dUnsinanandadue

- 7923 CBC, LFT, creatinine n&ai3uen 1 uag 2 1oy Mﬁﬂﬂ’]ﬂﬂfﬂﬂ’)‘imi’)fﬂLﬂUﬁz&zUizuﬁmVJﬂ 3-6
\wiou

U2A3521

- Pregnancy category D

- psqumiiinlumanddluseninamnissnwsige AZA

- laimslden AZA Tundeilviuayes Wesnenanansadueenunmaiiuslé

- feslSuanawinen AZA disldsauiu allopurinol 1iSe febuxostat [36]

Mycophenolate Mofetil

Awuziind 23 Mycophenolate Mofetil (MMF) \Ju first-line adjuvant drug Fadu steroid-sparing

agent lun133nwilsa pemphigus vulgaris (AUUENTEAU I, AMATNVENF Y B)
Az 24 ldaasldlundgianssduagliuuyns (pregnancy category D)

ANBUIILALUANG
MMF az1Uasudu mycophenolic acid &sdlgnsdugaoulssl inosine monophosphate
dehydrogenase #sdanadudanisasneans purine Tuwadidinuvda T cell uag B cell Jsannsiuas

\waakaznAQIANY [25]



Favnuldadrunnuin (absolute contraindication) [37]

LW MMF

NIRRT UaglAuuyns

Ja52unszI9lunN1sIgen (relative contraindication) [37, 38]

nvhauvedlaunnsasguLss (severe renal dysfunction)

13ANTZLINIZ01115 (peptic ulcer disease)

A8 [5, 25, 271

Wuensudsenu
gunen MMF Aildlun13$ne pemphisus vulgaris agjﬁ 2-3 g/day

YUIAULUNSUAUN 500 UN./AU wazUSuiiuvuIne1nsias 500 un. e lilavuineidadnis

USZANSNIN

INMIANYINUIT MMF TUselevdlunissnwngthelsa pemphigus vulgaris finoste prednisolone
uay AZA Tfthe 11 emniiovun 12 519 soslsaduinanasuazUsuanen prednisolone 1¢ was
wudthemeanseslsasuinnelu 8 duamivdadulden MMF (39]
uenniifsfianidednunisaueuseslsauih (disease control) Tuffihe refractory pemphigus
vulgaris WuUi1 MMF ansnsnmuauseslsasuninldasdisiosay 71 81 78 [40-42)
agnslsfimuiinis@inen randomized controlled trial wuindield MMF 1Ju adjuvant lun1s§nw
15A pemphigus vulgaris AmsuUUsItesvEoUmnans liteiiuUssansnmnsdnuluning
ueusenlsasut ieifleutund prednisolone figsag1aiRe uAngy MMF $aafi
prednisolone ¥maUAUBIONTNWIEITY Tsvezdanlsauuiuuasivuine prednisolone
avautiauniing prednisolone LiesaENufeT (steroid-sparing effect) [43]
fnsanwiuudeundsluginedildu MMF sy prednisolone wuiilfthegsisiesay 71

uuselsa pemphigus vulgaris anad (end of the consolidation phase) [32]

NavNaLAB [25, 37, 38]

Aauld 91138u Vioude
nan1sueslunszanuasn1sasadnden

WilanadnLye



N 2 & 5 A & a o
- widlemaluuziSwiendnviowazuzidlmi
n13nsIaNIeiasUianisieuEun1sinun [37, 38]

- #3939 CBC, BUN, creatinine, LFT
- Thyroid function test (TFT) lawn TSH, T4

'
a A

- #9799 urine pregnancy test Tuguganilleniansnssa

o

N13ATIAIMeRUURANSINERANNTENINeNTTNEN

- 7929 CBC dUnsinanandadue

- 7923 CBC, LFT, creatinine n&ai3uen 1 uag 2 1oy Mﬁﬂﬂ’]ﬂﬂfﬂﬂ’)‘imi’)fﬂLﬂUﬁz&zUizuﬁmVJﬂ 3-6
\wiau

Yand33834 [37, 38, 44]

- USuanvunmen MMF Tugthedifimsvhauvedlaunmses

- Pregnancy category D

- pesquiLinlumavdduseninanissnwaige) MMF

- msBuguinde 4 dUavineuwFuen MMF

- pdnurge1 MMF udaasauiudadenduian 6 -8 dUn

- ladeasTden MMF Tundganlviuyes WWesnneraunsadueenuimiadiuule

Cyclophosphamide

ALY 25 Pulse intravenous cyclophosphamide (CP) @se1altsauriu corticosteroids laluns
$nwilsa pemphigus vulgaris TunsaiflsniinuTuLsILAEADABN1STNYINIBENDY (AkULLITEAU Ila,

ARANVANG Y B)

Amugtg 26 CP vlinsuusemuanunsaiun iy steroid-sparing drug Tun1s$hwnlsa pemphigus

vulgaris nasanlallanasianisaunulsameen AZA uaz MMF (Auwuzidisedu lib, Aanmmvdng iy O

Auzig 27 desauindalumandgaseninanissnwaieen CP uazkuzilvinene) CP NouIUHUAY

Aanssnegeos 1 U (Muuzisedu |, Anwvdng1u B)

ANBUIILALUANG



Y

CP 1Ju alkylating agent #iflnasie B lymphocytes finadudenisasiuauived ilviigndnagiauiu

Jugifinatrafesreutiegs Ssinluseadentdagnesedngede

Favnuldadrufnuin (absolute contraindication) [45]

wien CP
finsganuuaanisiulaaniy (urinary outflow tract obstruction)

NEYRIATIA (pregnancy category D)

Ja52unszI9lunN15Igen (relative contraindication) [45]

Y

fanuunnseanagiauii
fianuiinunfveslunszgn selenuiaunfveudeibon
aglunngiaendsliansaaiuauld

seiannienmsinauiiaunfvesinle Wy nawiieiladniau (myositis) divludesteruiila
(pericardial effusion) #alaauinad (congestive heart failure) WilaluRndg (arrhythmia) lngsl

AnudFesaaduludaeey warldenluvuings

3By

YUrITUUTENIU 1-3 un/nn/u lunsinwilsa pemphigus vulgaris

Pulse CP 500 un./Juvn 4 dUami

USZANSNIN

Pulse intravenous CP 33U corticosteroids  @nansathunlaidulunissnwilsa pemphigus
vulgaris 1§ Fafinmsuivmsevanenuy Wil dexamethasone 100 un./3u Msviaendens
Anstartu 3 Su SafUlH CP 500 un./fu mevasadondluTunsn uarlvielussozinamn 4
FUanai Faunaran1sdneanuinnsld pulse intravenous CP asanvunnnisld corticosteroids
Tnesauld uiilosanussansnmannuany o msfinwdvldfinnudnauiiome [46-51] uas
naThaFssweineutnags Jauuslld pulse intravenous CP lamzlueilsaiinuguLss
uazasanISnwdIeEdy (uurthssdu lia, AANVANEIU B) [5, 8, 10, 52]

CP aunsuUsEu 1-3 un/nn./Au anansadanlddu steroid-sparing drug tlun1ssnwlse
pemphigus vulgaris ¥lifanU3inainisldnng oral prednisolone 1¢f [9] egnalsfmuiiednin

NatAesvDIeIRoudnege suidelines dwlnaReuusiiliily CP 1y steroid-sparing drug



nasnlulinasionisauaulsnfisel AZA uag MMF (Akugtisedu lib, aaunimmangiu C) [5,
10, 51, 52]

NaY19A8e [10]

nszizdaanizdniau (hemorrhagic cystitis) Yaaniziduden (hematuria), AuRaUnRv9

maiiudaane (urotoxicity) sipawuzdilvigUieauunUsnamn wazlinaulaanis

dinanudsdlunisfinuzisesnssniglaane (bladder cancer) naanglugfiinn1ie

hemorrhagic cystitis
nansvinuveslunszgnilidilonafianisineriuinniu
Aauld 91l

[
o Y

finadan1Insalasyiugnslunamdguasyies ngvhlvtianuiaunivesnisadalvansslunasnis
4319083
selinmgmsvhaiiaundvesiila wu nawileriladniay dniuludeudevuriila Wladuwan

Wlauiindae nelanudssgeulugaions wagldoluvuing

nasioUen 1wu Yandniau (pneumonitis) WadaluUan (pulmonary fibrosis) lsaauRnUnfvesLay

\donaUean (pulmonary veno-occlusive diseases)

amglaneuludansi

N19A52ANDULIUNITINWN

75739 CBC, urinary analysis (UA), BUN, creatinine, LFT
7979 anti-HIV Tugfisidadedes

A15AIVNINSIA@UDA

a

373 urine pregnancy test Tugglesnillan1ansnssa

o

N15052ANBAAMINTEHINNITINEN

%572 CBC, UA, LFT, creatinine #a4i5481 2 dUa9, 1 4ae 2 U Nasantumisasiadusyes

UsEnaunn 3-6 1hau ¥3NITUNINANITATINRAUNR
wugthligUedunadtaany dndudvuyvseuns Tisuunuwnng

N5 MESNA aglunisaans acrolein @i toxic metabolite 999 CP MvhlvAlAn hemorrhagic

cystitis



JATIZN

- Pregnancy category D

- psuiiinlumandgeseninnssnweige CP

- AmITngaen CP AeunnauruaziInssAognatien 1 T aumuuztiives US-FDA (fuusthsysu |,

ABANVANG U B)

Methotrexate

Auuziindl 28 Methotrexate (MTX) anathuldidu steroid-sparing drug Tuns$nwilsa pemphigus
vulgaris Tunsaiitlaiannsaldendduls (fuuzisedu tib, annmvdngu C)

Fuuztindl 29 Fesauiiaiensuasnddlussminmasnmdaee MTX (fuugiisedu | aunm
NANgY B)

Auuziii 30 laieslden MTX lundsitlfuayns (fuugisedu lla, auammdngiu O

ANFUIIUALUANG

(%
LYY

MTX ugsnisvinauveseulesl dihydrofolate reductase 398Ugin15@519 DNA ann1sonlauLazne

a v [

Qiifuf [53] WeannUsgavsninues MTX Tunissnwilsa pemphigus vulgaris lailaRunnuazdaladl
wangundauiiome fudawuzdnin MTX 919tanldidu steroid-sparing drug Tun1ssnwlsa
pemphigus vulgaris Tunsaifldannsaldendmduld (Fuugiisedu lib, Aaninwdangiu C) [5, 52, 54-

59]

Favnuldagruanuin (absolute contraindication)

wile MTX

- w@qgaﬂﬁiﬁuaﬂﬁuuqm (pregnancy category X)

- oglunmsRndeiidiliannsnmunuld

- Tsmduguuss lsaduuds

- MINUYRIlAUNNToIFULIA (creatinine clearance <20 mL/min) [60]
- hugniFeds

- IANuUNNTeINa AN UEE UL

- fenuAaundvedlunszgn wielianuiinunfveadinden



- Humalunsziwizuuuideunau (acute peptic ulcer)

- AusgAnSamnisvinauveslsnanadng19taLau (significant reduced lung function)
Y LY (% v . . . .

daszainszislunislden (relative contraindication)

- myvhawvedlaunnsesiilisuwse (creatinine clearance 20-50 mL/min A3sUSUAATWINET Uae

52inTE 19NN MTX toxicity) [60]
- fusgiadulsadudniay visedaduRnUNg

- §lamMg metabolic syndrome wulsaunnnu 1saau (BMI > 30)

1
ey

918

- finauNuagiiyms

- s IR dunese

- fhedsunlirinlidile¥lden videhisunsaldomuunmddldegnagnies

W

-~ Teevhlurunae MTX 7ldlunnssnen pemphisus vulgaris agj‘ﬁ 10-25 un./dUn i [5, 52, 54-59]
Sussmudunviasuilinga Tngliuussmuadadioncs uilufiheuemeiinadnafesii
Maiues Wy Aauldon Sy nsulsutssmudu 23 adlunileTuoativanmadnades
Aananila

- nsldenadiusn enadulisudssmueilurnaman 2.5-5 un/danideu Tnstangludfifian
Hosgeroniaifanatnades wu dansfisunfvesle faseny audau ndmniudvaunety
FUaiaz 2.5-5 un. iereehszlansifanatnafssainet egdlsfnuetafiansansuliely
YundnwRy 15 un/Aamilalugilifanmudes

- ASTONINDUAUBIYRINTINWIFIY MTX a8natios 1 ifeunoufiarsaniiuvunnen

-~ 013l folic acid $audhe ssteannatnafsuiegnmes MTX liun anennseduld endeu an
nmsiauaaluln andunsenedu Lazann1siinauRnUunivesdaden wugiilisuuseniu folic
acid aun 1-5 1n Tnganafutssmunniu wiesuussnu 1 adwiadunni wie Suusenuyntu

AVILIUNSUUTENIU MTX



USZANSNIN

Toyaizoaszavsamuansld MTX Tun1sinwilsa pemphigus vulgaris faliiAeetaiauiin
dlosannsfneiiiuan shidunisdneawadnuazdslidfiinsfinymienainuuu randomized
controlled trial ﬁﬁﬂmmwa

MNMITIUTIIMSANYLUUSauvd T 7 msaneludl 2009 WuiEUe pemphigus vulgaris
Favun 136 918 AlFsuNssnwde MTX gffueniuussniu corticosteroids i 111 318 (Soway 82)
flennsvedlsaiu [55]

Tunmsanwuiadnnuinnisly MTX Wy steroid-sparing drug Tun1s$hw pemphigus vulgaris
ety 6 Tu 9 518 (eway 67) anunsanenen prednisolone 161 [56]
TunsAnwiwuugeunasiugtae 23 5187l MTX Tun35nwn pemphisus vulgaris wudgthe 16 Tu

23 518 (Feway 70) awnsavenen prednisolone lafisseziiaade 18 oy [57]

NATI9LAE

aduld ondeu veuds
amsviuvedlunszgnihliileniafiansindoifiuunniy

FUBNLEU

o1vilvisiuuds Sediiusiutiinuenazay uaztladoidowosing
Paamziluden nsenytaanizdniau nuanuianun@nisle (nephropathy)
nsaslunsslaRaung

Usedhoulnunf

Uansniau (interstitial pneumonitis) (WutioaLn)

n3RsIAMeiBeUURAnNsiauEuN1sIhw

713799 CBC, BUN, creatinine, LFT, HBsAg, anti-HCV
7979 anti-HIV Tugfisitadedes
NINTIANNSE@Uan

373 urine pregnancy test Tugnglsnillan1ansnssa

N13ATIAMeBIUURANSINERANINTENINeNTTNYN

71579 CBC dUANNanInadsuen



- #1399 CBC, LFT, creatinine waai3uen 1 uae 2 o ndsnduasasianduszezUszanamn 3-6

WU 390N INTUANTNANTRTINRAUNGNS Visalinisvinauralaunnsag
v [
YoAI5LI
- szAuTee MTX Tuldenagiiiudualnsaniu alcohol, salicylates, cotrimoxazole, trimethoprim,

probenecid, phenytoin, retinoids, pyrimethamine L& furosemide

- sgipszfamaifndivan MTX gifimsianuvedlaanas tilesan MTX gnindneenlaemsladu
wan

- MSARNEAIN MTX LlAUIUIR (acute methotrexate toxicity) eiﬂNﬁiﬁﬁﬂﬂmiﬁwmmaﬂ%mz@ﬂ
(myelosuppression) yiliinsanasesdnidonuwn Windenw1d wazinialden (pancytopenia) i
uwaiuinandeylasiomzideydesn yanNL e RaHaI NNTNEB R (skin
necrosis) lanleudinagiintosunn nssnwlaen1sli leucoverin 20 un. (10 1UA./A5.4.)

SuussmuvTedadndunn 6 .
- Pregnancy category X

- é?aa@:uﬁwLﬁ@ﬁ’qumau,awiﬁﬂuszmwmi%’ﬂmﬁwm MTX (FAwugtnseau |, AMAWIENEIU B)

- Tumevdauugilivgas MTX feursukuazisassfesnetion 3 iounuuuziiiues US-FDA
[61] daunglsUuuztmeneineust1atiey 6 waumuAwuzives EMA [62]

- Tumaneuusilivgaen MTX feunausuaziiynsedisiios 3 ieu Lilesanenevasiinaiens
ahaadin wavsouvesmIaiualfnadeegi 74 Yu [63]

- laimaslden MTX lundsfiliuayes Wosnnenannsndusanamisiuld ($uugiiisedu lia,

AANVENg U C)



unil 5 MsInwRIeEITIIng

Rituximab

Auuzind 31 &1 rituximab aunsadunlgsnwgUaelse pemphigus vulgaris ﬁﬁmmqmmﬂmama
faann (Auugisedu | AMAMMENGIUSEAU A)

Auuzind 32 &1 rituximab ansadunldsnwgUaelsm pemphigus foliaceous ﬁﬁmmqumwm
naeiean (Fwugtsedu lla Aunwvangiuseau C)

AN 33 N15L98N rituximab TusyezisuwsNYadlsAlANaN1SRaUaLRBMN SN LAANINIS TN

Tugthemdulsaunuiuwe (Euugiisgdu lla gunmmdngiuseau )

ANFUIIUALUANG

g1 rituximab LUue1¥330g (biologic drug) Tneenazduiu CD20 &udu transmembrane receptor Viag)

Y

UURI789 B lymphocyte dsmasliiAnn1svinane B lymphocyte munalnineg Fsazdisannisasia

anti-Dsg vlwermsveslsaity

Fonuldenagnafnvin (absolute contraindication)

- ﬁmwamL%aquLLﬁqﬁﬁwé’aﬁﬂL%U

Ja524dn52391UN1519eM (relative contraindication)

- fusgidlsamnlaiuindsng

_ fameinde

- fhelsalfaiusniaveiinTviownsindolhiasusnausiad

- nsteessAldanzdieusslond finnnerudssennmsidenegietaau (US Pregnancy
category Q)

W

- ma'%’ﬂwuﬁaiﬁ‘[maw (induction to remission)
® A 1000 1N, Suil 1 wazTudl 15

o lugiheilinevawswsioenagifuiuvunneunseliumingdiuin enaiansanldentuvuin 375
un.seiuiiing 1 avy. Wduawiay 1 aswndUanviu 4 dav

- MsShwieAIUANDINITTBLLIA (Maintenance therapy)



® Lfouii6
o lufftheflonisvedlsaasuuasiionnsvadlsnsunssiousieulioviad anti-Dsg alu
Foudt 3 udenslien o1afarsalfensiluuwin 500 un. wide 1000 an.
o Tufthefienmsvestsadiliiasw Rarsanlenuuin 1000 un. fufl 1 uaziudl 15 ve3ns
e
o Liouil 12 uwax 18
o Tufthefiennsveslsaasy orafiansanlvieiluvunm 500 un.
o Tufthefienmsveslsadiliaw fiarsanlsionuuia 1000 un. Yuusnuaziuil 15 veans
e
Uszandnan

- anmsAnvuuuguuasinguaunslugiieiiliweldiunssnusteu nuinslde
rituximab 1A 1,000 0. sy 2 dUaviuarlfendlurunn 500 un. 7 12 way 18 Weu
sAv15UUTENU prednisolone Tuwwia 0.5-1 un./nn./Au Wguiunssnemeesulseniu
prednisolone ¥ 1-1.5 1n./nn./3u TnsAnaunssnuly 3 U wuindesas 89 vesiled
195uen rituximab 33uffugn prednisolone & complete remission wagau1saRgANI3hEe
prednisolone ¢ Iu%mzﬁﬁz\fﬂwmﬁ%ﬂﬁ‘i%’ﬂ‘hﬂéﬁﬁ prednisolone 9814LAE8 complete
remission Waza15avgan1siden prednisolone laiiiesSaeay 34 [64]

- msfnwlugaelsa pemphigus vulgaris ﬁszﬁummqwmﬂmﬂmﬁqquLLsamﬂ WudgUae
Souaz 40 lden rituximab 1,000 un. Tufudl 1, 15, 168 uay 182 flsaasunazvgaen
prednisolone Ansafuldetnaiios 16 dUnsi WeFeuiisuiugtaeldsusn MMF suin
2,000 1n./¥u Fefiifivsforay 10 whiuiiillsrasuuagngnen prednisolone Andeiuldagns
Wee 16 &Unm [65]

- fheiiilsnguussdausnould¥uen (PDAI > 45) vdeftheflldsusudadaiien anti-DSG1 snnnd
20 1U/ml wag/%30 anti-DSG3 1nnndn 130 1U/ml lemafiaziilsaiiFuaelu 1 Ivdanis
$nwn wonwilenniltefifian anti-DSG3 1N 130 1U/ml ludioud 3-9 udsnssnund
Iamaﬁ‘[mawuawqmm (complete remission of therapy) ﬁaﬂﬂﬁﬂﬁgﬂwﬁﬁm anti-DSG3
founimdewindu 130 IU/ml fihenduihinagléussloviannslie rituximab e 6
(66, 67]



- anmsfnesuugeundulugiielsa pemphigus 114 $187l@suen rituximab 919 1,000
un.siafiy 2 dawimuigUiendszesnanveimssudulsaauldsuendu flonanvedlsa

paalasustazilonianlsmaziisulnenii [68]

NATI9LAE

v

- onssuliifsUsvasdduiusiunsvensmaasndens (infusion-related adverse
reaction)
o sinfnlutssvinisiswdonelu 20 Flussnudimslfoadausn fUaseed
913 14 mundu Ruuasiy drutdeserationnisiisuuss wu avmdulaiin
bronchospasm Wag angioedema "meﬁmmﬁlﬂquuja mslienlusasiithamie
nganslentaesvhlionisiitusasiiaednlvganninivsreruasuld 01013
%94 Infusion-related adverse reaction sihaztesamiselliiaslunislienndasold lu

'
P

nsdififihediontsfizuusuasiinusududodiondn wusilisnndidemai
Qﬁﬁmﬁu%e%ﬁaﬁﬂ desensitization [69]
- Progressive multifocal leukoencephalopathy (PML)

o Junmznsindevessyuulssamdunansiiinenidelada John Cunningham ooy
msfndeiodle giiduiuunnsos Iisusuaiivinviosnagiiduiudutiadodere
maAnlsa Tnefisenumsialsa PML Tugtaeilé3uen rituximab Tnenugtinisal
N15Ain PML 2.56 Tesertielsatesniauguinesn 100,000 518 [70]

- msmisureshSanudniaueiin (hepatitis B virus reactivation)
- mshadeunsndeu Wnldiianidelia wuailide uanden
- ameinladuledzrsanziiuiien
N13AIIIAANTDINBUNTLAEN
- uugilingaa CBC, LFTs, BUN, creatinine, FBS, U/A, stool exam, HBsAg, HBcAb, HCVAD,
anti HIV, waga1enImsi@nseen
- wuzthlingan anti-Dse 1/3 ELISA Tunsdiftaninsansaald
- Tuftheiilsefnde wurihlddnwnewdalien
- lunsdlingaanuingl HBsAg wagwie anti-HBc wugthliUSnworgsunndlsadunoudiolvioile

Uo4iu reactivation (AUULINTEAU | ALNNUANZIUTEAU B)



- lunsaltemianudnd anti-HCV wuzihlivsnnengsunmdlsaduiiorinnisinuineulyien
(FAuugtsyau | AANTENFIUTEAU B)

nsUeenulsalandntay Pneumocystis

Awuzing 34 Ransanliien cotrimoxazole vu1A 160/800 1A, 31U 2 %138 3 ASaradUnm Ty
srEziIan 1 Unadlasuen rituximab ietesiunsiialsatandniau Pneumocystis (ALWg1nsesiu lib

ABANNANGTUTEAU B)

AUz 35 Rasanliien dapsone aua 50 un. Tuag 2 A3Y Tunsainldaiunsalden

cotrimoxazole 1@ (Auunszay Ib AN WMENgIUIZAU B)

ANFUIIUALLUANG

(%
=

IsAvandniay Pneumocystis (Pneumocystis pneumonia) (PCP) \iAanniasn Pneumocystis jirovecii
Jadudornarslenta lsn PCP dnnulufthslsafinidio HIV uaziiefifgfdufuunndes wu fied
e¥uenagiiduiu ftheusdeilasueiaiivade fiaedldsunmsugnaseizriedgnaelunszgn
Fuefild3uen rituimab flenalfin PCP Tnsms@nuuuy meta-analysis Tugftielsaszi3son
thidesiilésusadithsatauiuen rituximab wudndiy risk ratio #on19ifin PCP 3.65 i1 wagnsli
61 cotrimoxazole letlasiu PCP ansnsaanlonianisiiia PCP 1 [71] sghslsfna giffinisainisiin
PP Tunduiihelsadinimesiesmurdeudnetios (dosmindosay 2) [72] madnwuudoundulugine
15A pemphigus #l#3U81 rituximab wuinlifinnaumnenswesgtAanisaininin PCP Tuftheflésuuas
1ailé¥uen cotrimoxazole Litetloafiunisiin PCP [73]

Tunsalfigaelianunsalden cotrimoxazole ¢y annsalden dapsone iitetlasiu PCP 1¢ Gausiinay
laifinns@nwnl4fon dapsone Tugthaelsa pemphigus Ald3U rituximab MsAnwlugihedilésunis
Ugnanelunsganwudn dapsone anunsadesiu PCP lauriiusednSammendn cotrimoxazole [74, 75]
N132AIATY

\ilesannen rituximab finaand1uru lymphocyte Fedanalyinsneuauososszuugiifuiuienisan
vaccine anas Jauuzthlaninduegnaties 4 dUnsineuEuen rituximab wagndsanlésuen
rituximab U 6 1iiow [76]

Pregnancy category C

ArdAnewugthlinuininddlaen rituximab sgnsiies 1 T [76] agnslsinny Aa3edin (half-life) ves

[

g1 rituximab 9g521319 19-22 Fu vilvign rituximab Wvggnitdngananianientely 110 u (5

half-life) 3veaasanivinuindanadlasuen rituximab aeetios 6 e [77]



Unil 6 N155NWIA28E intravenous immunoglobulin

Intravenous immunoglobulin

Auuziiiil 36 (Auurtiise lla, AunmmangIusEdu B)

Intravenous immunoglobulin (VIG) Tuwunegs Tdunssnwmaden taelisaudunisshwmen lu
{the pemphigus Mo1MssuLswIelinevaussiensnvvdnvseiidevnuvienatradesilianse
Tenagiaumule [4, 5] 01914 IVIG luvwings Lﬂumi%’ﬂmﬁmﬁﬂwﬁﬂw pemphigus 7ifien1s
suuss viefinngindotisuuss Seluvartuliasnsolinmssnuduld (5)

ﬁq%uamazmqwa

VIG WHuansazaneiilivnsvaendens Usnausie heterogenous human 16G Wumdn $3uiu 1gA
uay IgM luvdnaesinn Ingldunanidenduinadsiumnmahiaeyleiwasiusniaveiadudn
VIG pengidkiuvansnalnlunisuivaunaliszuugfiduy (immunomodulator) Tnefiuasonis
yhames Fe receptor Msduuansgiidumuisameatieduies nnsdudamstusagnsedunisvhan
9958 UU complement kagn15vin91uaes B wag T cells [78] nsti IVIG Ldlavildszauneunusiunid

YoIINNEaNa [79] Fsanunsaldt gurentenishnigesuusals
14 L4 ¥ 1 < . . .
Favuldadraanuin (absolute contraindication)

- nuldiugunsuylulnayfuvsediudseneuvesen

- HU selective IgA deficiency

Faszdinszialunislden (relative contraindication) [80]

- syTamafelanedeunduann VG Tudfifianaudes lud faeiidnsiensedaanas fihelse
1o v fgeeny feglunmznath viefivsunsdontion nagRvainnisinde ne
paraproteinemia viogl#Suenififiuselasiude arsvEndes MG Afmaglasady
drutsznou ldlvlurneeniuniiuugi Weraduduveslidosiian uazdaselvienlvani
vaondenlusnniisniian fuisesldsuthegmeiios ihinnumahaueds wasuina
Haameziidueenan mamsvhauveslnanasasiansanngas

- duunwses Ieldnuund lifidenisseTalufive

- nsteessAldanzsieusslond finnnerudssannmsidenegietaau (US Pregnancy
Category C, ADEC Category hisz)

- seilundgslviuuyes wesmndilinsuwidaingnduesnmauumsel



- liifeyaduusyavinauazanulasasovaanmslddludnusnidawasnian

- yiEndssnslisutuiaturiadedu wu Yatu desiulsavin Fawesiiuuazaanu Yaduilostu
1h¥alsdn Jadudesiulsndgndla lneasiisvesinsegatey 3 waundainis IVIG neulvinduiin
o

- sudfnsgTanslioludiifinnudesienisifinduidonganasaidenunsisenaonidons uasluyana

MiigUs1987u Famadrafesiifinuduiusiudnsnstlunisiien (@awusiilunishielunidaly)
Useindnn

- doyarnmenuithouasnsinundeunda nuinisli MG luwwa 2 n/nn/ads wudliily 3-5 S
Junssnwnasusiuduen prednisolone lugiUae pemphigus ﬁﬁmms?w,lﬁa?;ja&iams%’ﬂm i
Uszansnwlunisauasilsn pemphigus 19530137 [81, 82) wagtiwanvuine prednisolone il
Tun1ssnw [83-85] §Uhe pemphigus anansauingseeglsnasulasosas 40-50 [82-84, 86, 87] A1
n3l¥en 3-8 asa Ml IVIG dailes TasBnszazsinensliisnoaniunn 2 dUai auninasiisvesving
03 Ml 16 FUaidamganisinu twannisnduibutiuasaslflsaasuldumdu (83, 88-90]
wihnifthednilvafinismevaussionsinuiin wifdsenuitieilinevaussiens Snwise
IVIG i [28]

JauswN15Ige [80]

M33nwEtae pemphigus #e IVIG luuszmelng ansnsadnaieldianeiiias pemphigus vulgaris 7
fansguusauazlinauausssianisinwsmieeunsgIu o1 IVIG gninegludydevanuianid Jayd 9
(2) Besisrnunsvoaysiinisldenan mhesswansusslevinendsnisinm (post-authorization) T
vundeustae
1. flenmsguussediuiiselsn (body surface area, BSA) snnnindesay 30 wesiuiiianie
2. ldannsamunulsalameen prednisolone 1 un./nn./3u SauduenagiAuiugy CP w3e
AZA Tuwina 100 1./ dieltendnseduuu 6 dUnnsi
5. liaansaldmssnuildedld Wesnnuatrafesvesemsedideralunslden corticosteroids
viernagddumiu wu lsaRndefisuuss wivmuiiaauauldlii Tsansegrmsuauguiias

m3nalunsean



LUININIT AR IVIG

YUIANTINW A 2 n/nn/Ase Wil 3-5 Ju lgnn 3-4 dUanii IVIG wiazuSenilauuansieiy
Tunszurunswssuen n1svinane haienaluiauluden arsiaiglredninunsii aaaluaish way

USunauwed IgA FsdndussmsudimlssnauresmdndusiasidentdlimnzauduiUisuwsazsey

nsUssdiugthedeuldsn Tneusslivanugussiwazdeuddlunisiven nsasmeaieslfiainisidieg
26U IgA M3viauresssuudlinien du o lenesdven wasasianauliihidla fuieniilsaiila len

Yan 15aln ArsUinuiengsunmdiioUseiliunnnudesranisiianatiafes

n13l% premedication wag hydration 1aglven chlorpheniramine 10 un y9dULHATIAVEINITIY

A1uBa 500 Un.Lagly normal saline solution Tudmsn 60 Ua./F2lad ABUNNSIAEN IVIG UTatla

A1SUSMSEMUU slow infusion rate toetsSulAl USRI INGA1AD 0.5 Ua./U7 11 30 WITILSA LaLNLERTT

ATREWINAIN 30 UT gegail 2.5 wa./u1i Aug LA

msfamufisennnnislienissznidseuasndnislie weanisliendonuainisuanives
Ufzeana s fefildnunasyinu aauldenieu wazden (wuldtes) mnudsweUujisedinaiens

dindulunsaindulvevioliewdsunaninrivede waslleveanissnuliuiuni 8 &y
v =
Had9LAEN

Nat1ABINNsIA IVIG dalng) Junathafesiilisuusauameliies raintunmwsiule

senindliien uasifavasanlienlane 14 Ju dwudndudesinisihszluazinauiiisagsaies

- nathadgeiinudeslaun ennisuindses aauld ondeu Yanndile 19 wunaviiu enisuvu
wihen wiley soundy Unnds snewan Auauie Windeauiom anudulafingawasiilasiug
Jeufseuvanilsnasmne ldonglievidelrelusnaiithas (89, 91]

- UfA%e1 anaphylaxis wulatasuin dauimp}ﬁm%uiu@ﬂwﬁmw IgA (IgA deficiency) tialuaag 30-
60 unTiusnuosnslie launeins winuas Tadu wiunthen Anusius Auaufiv 91n15dnlanh

NRUAER

[
=

- omstndswrguLsInaneBeruates sniaunuulifide (aseptic meningitis)

- UfAsemsims leun Aufadniau Auaudis, pompholyx, lichenoid dermatitis waw
desquamation

- AMg transfusion related acute lung injury (TRALI)

- mafalaneidsunduiaznnziudengavasaidenunsvive mileteazine IWunathafssisuuse

29399 [5]



UNi 7 N53ne172825 plasmapheresis waz immunoadsorption

Plasmapheresis

ATUZUT 37

plasmapheresis ldun1ssnwimaden Tugtie pemphigus Niflonissunsaselidnauauesmonis
Shwman wazansliennagiauiu 1 pulse intravenous CP %38 pulse intravenous
methylprednisolone A18%#&3N15Yi1 plasmapheresis Wetiiulania complete remission (AU
5¥6U 1B, AN MUANg 1Y O)

ANBUIIUALUANG

7% plasmapheresis Huisvinses circulating intercellular autoantibodies filAnlsreanain
plasma vagthe LiesanAnuguissvestsafimudiiusiusefuves drculating intercellular
antibodies fafun133nwdaen1svdn antibodies wiahiloen enateviliinusuusiadlsnanas us
w8199l autoantibodies anatuda N1 rebound autoantibodies AMNNSTATNITANAIUES
circulating level 983 autoantibodies 9819527157 v 19l negative feedback mechanism 310
pathogenic B cells Qﬂﬂiw’jﬂﬁa%ﬁﬂ autoantibodies Lﬁmmﬂsﬁu wazsEAuRY titers Tunszudidon
sty sifegsnirdeuntsvia plasmapheresis iy n1sliennandduiu iy pulse intravenous
CP %350 pulse intravenous methylprednisolone A18%&3n15%1 plasmapheresis Az18aAN191197U
283 B cells N13@373 autoantibodies anas vilvanlontavesnisiisuvesiu uasiiisloniadiasd
complete remission 110y agnslsfinutiagtusshiifoyadaauihenagiduiurinlmg

a

Usgansnmannndilunisaiuaulse [92]

USZANSNIN

v o

- M3denl¥38 plasmapheresis Asiansanmuaswnzasilugiiousaze esanluilagiuds
lﬂﬁmﬁﬂmﬁ@u systematic reviews 739 meta-analysis

- nnsdnwadnlngilusesaunssnuilugiie pemphigus ﬁL“ﬁJuquLm uazlineuaunronis
$nwsneisau wuinuszansnm Tunsinwndaliiuvueu fnsfne controlled study Tugthe 40
578 WUIMUTEANTNINTBINITSNEIAIY prednisolone U1A 0.5 1A./nn./Tu Bl v
plasmapheresis 10 aSslu 4 ddanv 13JLLGm<>mmﬂr;§1JasJﬁ1é’ prednisolone tE9DE1LAET LAzl
Feflisunssnwie s plasmapheresis FeTimannsandolunseuaiden ¢ :10 910 22 579
[93]



- msAnwUTeuiisulugiin 22 579 seninamsinwine plasmapheresis $3ufiu corticosteroids

a v

uay e1NANHANIU LU%EJULﬁEJUﬁJUE:JﬂQEJﬁl@fLé%’ﬂ‘iﬁﬁ?EJ plasmapheresis asgn corticosteroids
wazenANANiY wugUienay plasmapheresis 1n15aAAsWe3 circulating antibodies 11nN
[94]

- fImsfn51891u3135 immunoadsorption lalldalugitheunee [92] Tuvagfiuiesnsine
$1897UIIN1597 plasmapheresis 51U CP [92, 95, 96] #3951UAU pulse methylprednisolone
waz AZA [92] 38 MMF %5033 IVIG [97] a@nansadisanusuna autoantibodies wazAiuAxlsn
It

Immunoadsorption

Auuztifi 38

Immunoadsorption Tdluns$nwvmaden lugUae pemphigus ﬁﬁmmiqmlﬁﬂ vselinouausse
Mesnwmdn wazoraldsuiuenagiiduiusduinussansnwlunsaunalsn (Auuzthszeu I8,
AANVENg U C)

ANFUIIUALUANG

3% immunoadsorption 81@u1aNA15IUN1599R circulating autoantibodies aanLdaURUNITNT
plasmapheresis wiazANNIUNIEUINNTIUNSIIEA autoantibodies YdlsA pemphigus Vaglu
serum wazlidndudedldt fresh-frozen plasma 138 human albumin naunuwileuluis

plasmapheresis [98-100]
Usgansnn

- M3denl¥38 immunoadsorption msfiasanamuanuvnzaslugtisusiar e Tugtae i
suusauazliinouauesians3nueeIBau 1y rituximab i3 enagldufulunsditliannsalyd
rituximab 16 91315 lAn1sShwR2838 immunoadsorption nali cycle ag 3-4 TuRnreiu
pEU9UBY 2 cycles Unay cycle W9nU 4 dUnii [4, 8]

- ﬂﬂﬂgﬁué’ﬂajﬁmiﬁﬂwﬁtﬂu systematic reviews #58 meta-analysis uazlun1s@nwinige dn1s
\Fonld absorber system Auans1aiu [100] msnwandvgfunisseauging pemphigus 7

Juguuss wazlinevauewionssnwmedsdu wuigiiedilng Jusuawes Dsg-specific

o

[
1 v 1

circulating autoantibodies AaNaIBE19TIAST UAYEINITNIAATNATUBENITALIU UATSIB9TIUANS

n§uidugn [100]



aa o a

- 78 immunoadsorption a13ldsiuiugNaiiAuiuwiindu 1 pulse dexamethasone,

9

[y

methylprednisolone, CP, IVIG, rituximab, S2UAU AZA %58 MMF awﬁwammmqmtﬁwaaﬁasﬂsﬂ
LAZARSTAUYDY autoantibodies [98, 100-104] Falazdreansziuves serum IsG #i® Dsgluay
Dsg3 lauszunauionay 80 [105]

- misfnwlugtas 11 98 Wisuisussninenishi rituximab 375 un /s 4 asa fU3s
immunoadsorption cycles a¢ 4 fu 2 cycles SafvnAgidufunyiw 2 BanunsnanUiui
anti-Dsgl waz anti-Dsg3 etnemndinelu 1 iew wazermsmenddnituegredmaunmelu 6
Fou Tneftaeilésunissnudaeds immunocadsorption seslsaftuuasseiumes
autoantibodies anas§antthedld rituximab uslugitias 3 Tu 5 598 Smsndudusmdaannis
$nwn 6 1ty daufilnedld rituximab Sn1smeuaue I3 ILILATINIE immunocadsorption
(long-lasting clinical response over 12 months) [106]

 13$weaes immunoadsorption $aufY rituximab 1000 1. 2 ASS 130 375 un/ATal. 4 ASS
wuimdanssnw 6 e e 8 lu 10 T8 dnnzlsnaswaziléiuene (complete remission
on therapy) 1 5188 partial response uay 1 518 ldnouaunon1TINYT NAINTIN 12 1oy
AUae 6 518 90 8 318 apseglunniglsrasunasngneils (complete remission of therapy) 1
578 stable disease uar 1 18 fn1snduduth (107]

- msfnwgUae 5 58 7§ immunoadsorption $3uAU rituximab 375 Wn./ms.4. ¢ ads waz
prednisolone 2 1n./nn uag AZA v3e MMF wuih §ithe 2 518 seslsaituannnirdosas 80
melu 4 §Uani §le 1 57 83unsinudaes immunoadsorption ¥ 10 At fihe 2 1o
nsri3uresiiuiay 1gG autoantibody Sszfugatuileviganissnuwdaeds immunoadsorption
lodinmugieluuy 6 o e 2 eanunsavge prednisolone 16 1 578 Idprednisolone
YuReh TR MMF §Ue 2 318 limevauswsionisinw WeAnaugtaesely nud 3 5163 long

term remission [108]
davuldegrafinuin (absolute contraindication) (Auuziszdu lla, Aanmmangiu O) [4, 8]
- fheiifinsfaidosuns
- fthelsamlanayvaenifienguns
- Qﬁﬁﬂizﬁmmﬁmﬁmﬁﬂu immunoadsorption column
- ftheiilasumssnmseen ACE

- JUhenlivseiinizidenaandte (extensive hemorrhagic diathesis)



UNA 8 NNF5NWINBLNEIUDU

Tetracycline

Auuziind 39 Tetracycline an9thu iy adjuvant therapy lun1s§nwilsa permphisus vulgaris lu
nsdildendnaug widdlanarlsiviniiaas (fuugiisedu lib, ganmvdng i )

Awuziind 40 Tanslden tetracycline Iuwﬁgﬂ&g\‘imiﬁﬁdﬁuuum (pregnancy category D)
ﬁq%uamazmqwa

Tetracycline aaﬂqw%‘l,‘flu immunomodulating drug Tun155nw1 autoimmune bullous diseases
ﬂaiﬂmiaaﬂqwélﬂimﬁé’ué’ﬁﬂﬁa%q proinflammatory cytokines tau TNF-QL, IL—1B, matrix
metalloproteinase activity, leukocyte chemotaxis Hudu

\lesanUsyansnimues tetracycline Tun1s3nwilsa pemphigus vulgaris lalldfannuagdalaifindngiu
Faauiioane Fauuztin tetracycline o194y adjuvant therapy Tunsnwilsapemphisus
vulgaris Tunsalildonidug uddslinanlainiiians (Fuustihszdu b, aunmndngiu C)

Fonuldatnafinuin (absolute contraindication)

- WheN tetracycline

- JUeARsIAvSeluNYnS

v LY [ k74 o . . .

952452 391UN159eM (relative contraindication)

- dUreiengesndt 8 U ilewneravinlviindvesituiinundle

BH b

YuneLuzife tetracycline 2000 1n./Judunan 1 weu ausie 1000 un./Sudunan 1 heu
[109] %38 doxycycline 100 un.Juag 2 asadunan 4 §Uansi [110]

Uszansnn

- nmsAnwmunauldnla tetracycline sameaunsald prednisolone MiUSINULpININ Lag
a1u130an prednisolone 53071 saumsiisseziainisueulssmeuanduniinguilale
tetracycline sz8z13a174Ain remission Tunguilla tetracycline 153n31ngulils tetracycline ogi

UL 6 HDULAE 12 LRaUsua1eU [111]



- ﬂszﬂﬁﬂ pemphigus fiannsaldsnulaun pemphigus vulgaris, pemphigus foliaceus,

pemphigus erythematosus [109]
nadradesfionanuld

- omsRaunalusruumaiiuenms wu pauld Yandies
- QguAswe Uuvyy

- Pseudotumor cerebri

- anulaseuas

- mswAsunlasvesindusnafions

_ @esludosnaen

- Fndeunsuay

- SYNYUSNLEY

Pregnancy category D

wanideansldelugiesinssinieliunynsiilednn tetracycline anunsarumesniaznuuls 919

vilimAn deciduous teeth, enamel hypoplasia Wag impaired skeletal growth [112]

Niacinamide

Awuziind 41 Niacinamide an19thu iy adjuvant therapy lun1s§nwilsa pemphisus vulgaris lu
nsdildendnaug widdlanarlsiviniiaas (fuugiisedu lib, ganmvdng i )

Awuziind 42 arsvanideanislden niacinamide Iwa@qéﬁgﬂmﬁﬁwgﬂﬁuuqm (pregnancy category C)
ﬁq%uamazmqwa

Niacinamide aangwdidu anti-inflammatory effect Tun135nw1 autoimmune bullous diseases naln

L

nsRangvicAen13dudINTSase proinflammatory cytokines wu TNF, IL-1[, IL-6, IL-8 1Judiu
\esanUszansn nues niacinamide Tun13¥nwilsa pemphigus vulgaris lalldunnuazdalifivangiu
Naauiese Jauurinin niacinamide e1athunldidu adjuvant therapy Tun1s5nwilsa pemphigus

vulgaris Tunsainldenmdu udmdilananlaivinfiangg (A uwugdnsedu b, Aunmmang u C)



Favnuldagrunnuin (absolute contraindication)
- WWE niacinamide

v L% % k74 N . . .
Ja5eunszIelunisiden (relative contraindication)

- &Eﬂ?&lﬁﬁmﬂumzmwmmi (active peptic ulcer)

- fthefifimsvhauvesiuiieund

- Qﬂaaﬁﬁmmﬁaﬂaaﬂﬁmﬂa (arterial bleeding)

- nsteessAldanzdieusslond finnnierudssannmsidenegietaau (US Pregnancy
Category Q)

W

wneTikuziife 1500 un./5u [109]

USZANSNIN

- Wudﬂuéﬂ’wﬁlﬁ niacinamide $I1AU tetracycline 3 remission wuUszanm 2 Y lnawu
complete response agiﬁ%aaaz 50 partial response agj‘ﬁ%a&az 33.3 no response agi‘ﬁ%aaaz
16.7 muditu Tnegithednilngifandlédu immunosuppressive drugs Bugsase Tiun
prednisolone 8 1n./fu 138 AZA 150 un./3u usetndlsinuiitaniesay 33.3 fanusaniug
Tsalaannsiagn niacinamide $33AU tetracycline Wies 2 via [113]

- ﬂszﬂﬁﬂ pemphigus Fannsaldsnwlun pemphigus vulgaris, pemphigus foliaceus,

pemphigus erythematosus, pemphigus vegetans [109]

NATI9LAE

- nrSue

- omsRaunalusruumaiiuenms wu pauld Yanties
- NuRefiu

Pregnancy category C

AIvaNIAgIN1slde niacinamide Tundjansnssivseliuiyns [114]



Dapsone

Augtg 43 Dapsone 81913l TY adjuvant therapy Tunnssnwilsa pemphigus vulgaris Tunsel
Mdesaaus wdadaldnailivinfians (Auwugihsedu Iib, Aanmmdngiu O)
AuLf 44 Asuandeanisiden dapsone lundeisnssiviselyiuuyns (pregnancy category C)

ANFUIUALLUANG

[
1Y

Dapsone 88ngsdugan1sas1s dihydrofolic acid

\esnUszansninues dapsone Tun1ssnwilsa pemphigus vulgaris lailgdunnuazdalifinangum
Farauiiieane Jauuriiin dapsone 81adunldidu adjuvant therapy Tun1ssnwnlsa pemphigus
vulgaris Tunsainldenmdue umdilananlaiviniangs (Auuednsedu b, Aunmmang u C)

v % v 1 < . . .

doruldagnaunnuin (absolute contraindication)

- WY1 dapsone

Ja5eunszI9lunisiden (relative contraindication)

- UWy" dapsone

- Qjﬂ’wﬁﬁmw G6PD deficiency

- fthefiillsadlauazden

- Qjﬂ’mﬁuﬁ sulfonamide 49117198 cross reaction fiu dapsone ¢

- nsteessAldanzdieusslond finnnerudssennmsidenegietaau (US Pregnancy
Category Q)

W

uneiwuziiAe 50 un./Su [109]

U5ZANSNIN

- wuilugthedld dapsone awnsaanszduswes prednisolone aslsifoendn 7.5 un./Au Weidiey
fu s maeniiforar 55.6 warforaz 30 Auddul115]

- ﬂszﬂﬁﬂ pemphigus Fannsaldsnwlun pemphigus vulgaris, pemphigus foliaceus,
pemphigus erythematosus, pemphigus vegetans, IsA pemphigus , fogo selvagem,

pemphigus herpetiformis[109]



NATI9LAL

- lsalafnansanmsihanewdiaidenuas (hemolytic anemia)

- welilnadudle (methemoglobinemia)

- amzadiadenan (leukopenia)

- arzvadadonviuinguuse (agranulocytosis)

- fudniau (hepatitis)

- NEWeINISHEN dapsone WU dapsone hypersensitivity syndrome, DRESS, morbilliform
eruption, exfoliative erythroderma, toxic epidermal necrolysis Hudu

- IMsnsEUIUMARe ISty Aauld Uinties

- ANAIIN

- FulssamaruUanedey

Pregnancy category C

AITMANGEeN5L¥eN dapsone lundjasanssavisaliuiyns [116]

Sulfasalazine

Awuziind 45 Sulfasalazine 19 WlHS adjuvant therapy Tuns$nwilsa pemphisus vulgaris Tu
nsdildendnaug uiddlanarlsiviniiaas (fuugiisedu lib, ganmvdng i )

Auuziind 46 awnsalden sulfasalazine ’Luw@ﬁ%maﬁ%’%aﬁlﬁuwm (pregnancy category B)
ﬁq%uamazmqwa

Sulfasalazine aaﬂﬁ]ﬂnébﬁu anti-inflammatory agent Imaé’uég«,aulezjﬁ 5-lipoxygenase

losanUseavinimues sulfasalazine Tunssnwlsa pemphigus vulearis lalldfunnuazdslald
wé’ﬂgmﬁ%’mamﬁmwa Fauuriin sulfasalazine @1adanlilu adjuvant therapy lunissnwilsa
pemphigus vulgaris Tunsalildonidu uddslinamliiviing (@uurthsedu b, asnmwndngiu O
Fouldatnafinuin (absolute contraindication)

- wien sulfasalazine, sulfonamides, salicylates
- aldvisemadulaanvensiy

- Porphyria



Jo32dinsz39lunslden (relative contraindication)
- Qjﬂ’wﬁﬁmw G6PD deficiency

Wl

uneiwuziiAe 500 un.Suas 3 1an

Uszansnn

Wudﬂuéﬂ’wﬁlﬁ adjuvant therapy a2 sulfasalazine 500 1n.3 afasiot Saufy pentoxifylline 400

[y .

1.3 ASIEDTU T91n15909l5ARTU LagllseAUuVe tumor necrosis factor (TNF)-alpha anasegil

o w

Hod1AYNNEnA[117] ﬂ’qliﬂiﬂ pemphigus fannsaldsnunldun pemphigus vulgaris, pemphigus

herpetiformis!
v =
NAUTNLAEY

. omsRaunaluszuumaiiuenms wu pauld Yandies
- DYuATEE

- AnuRaUnANISe1INal

- ﬂﬁﬁ%mﬁﬁmﬁmam?jau (mucocutaneous reactions)
- ladmansviawnzlavanain (megaloblastic anemia)
- amzadindenvis

-~ amunandensi

- ANSVAARUNITYINIUYRIFURAUNR

Pregnancy category B

aunsalden sulfasalazine lundjasanssaviseliuuyns

Pentoxifylline

Awuziind 47 Pentoxifylline enathuldidu adjuvant therapy Tun1sdnelsa pemphisus vulgaris

Tunsinldefdue) udaddlananlaivinnans (Auwuzinsgdu b, Aunmmdngiu C)

Awuziig 48 msuandeanisiden pentoxifylline Tundjsnsassiviselviuuyns (pregnancy category
@)



ANBUIIUALUANG

Pentoxifylline aaﬂqmééhu TNF-alpha, an IL-1, natural killer cell activity hagduéa T and B

lymphocyte activation
\Hesanuseansninwes pentoxifylline Tun1ssnwilsa pemphigus vulgaris lailadunnuayéalaidl

[ v = = o 1 . . o [~ . [
nangIundaILiese Jakugiiin pentoxifylline 919w lHdu adjuvant therapy Tunissnwilse
pemphigus vulgaris Tunsainldefmdu umdlanadliviniag (Fuwugiisedu lib, Aaninmdangiu )
v 44 b4 ] < . . .
Jariultog1aanv1n (absolute contraindication)
- WiWen pentoxifylline
v LY [ k74 . . . .
952452 391UN159en (relative contraindication)

- fheiiamzmaihavesdiuunmgos

- fheiiamzmahauveslaunnges

- &Eﬂ’wﬁuﬁﬂdm xanthine related product Lu caffeine, theophylline and theobromine

- Qjﬂwﬁﬁﬂiﬁa cerebral and/or retinal hemorrhage

- nsteessAldanzdieusslond finnnerudssennmsidenegietaau (US Pregnancy
Category Q)

W

wIneTkuziinfe 400 un.Juag 3 131 [109]

U5ZANSNIN

Wudﬂuéﬂ’wﬁlﬁ adjuvant therapy A28 pentoxifylline 400 3.3 afisioTu sy sulfasalazine 500

o w

1n.3 AT U U91n15v9lARTU LazllsyAuvad TNF-alpha anaseg1eiitudAgsana [117]
mjzﬂsﬂ pemphigus Aianusaldsnwlann pemphigus vulgaris, pemphigus herpetiformis
ALLTRNEEN

- onmsRaunalusyuumaiiuenms wu pauld Yansies
- DYuATEE

- nrSuy

Pregnancy category C

AIMANGEeNLde pentoxifylline lundgeinssavielviuuyns [118]
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