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Updated in Immunoglobulin A Vasculitis

Usu10 vdans

unth

15A Immunosglobulin A (IgA) vasculitis ¥3oTaiAniEenin Henoch-Schonlein purpura (HSP)
Hulsaiiiinansnauvesiimasnidonuuindniinutesiigalugtaniin’ ensuazenmsuanasiuyes
Tsniidl 4 szuu 1Hun omsmeionils ensmaiuewns enismedouazermanisle wilsaiasdy
vildlulsangumasnidensniay (systemic vasculitis) sfiafianunsamelsies usflugrsursseeiad
o1msgunsdluszezusn lihesiduonsidensenlumaiiuens dldmden dldndusuiicenin
“intussusception” #3epIMstnnidensenluanesdainuguussdunsefsdinmalilésunisqua
Snwianzanegsiuined Jadurudndusgnadeiinunsumdynlumsianuianudilalunisgua
fthedinlsntl ilensitedtlsafigniessinds uasannsaliinisinwnnzunsndoufionidureuasdso
ussfidermaysioly Tnsluuniazonanfienisifedelsn IgA vasculitis n1sdsmIaneiesufofnis
f910u wazuuamsnsquasnufihodinlsad dlussezusnuasnsguadeidosiisniudredan

YayauuIneuiUnanan

sS:U1QdN§N

LY

guRnIsalvedlsn IgA vasculitis alanagNussuna 10-30 sesewininuuuausesol lnenuly

WA lenINnI1vINInT3 (Caucasian)™ wazdinnulugiteny 4-7 U Funnnitsesay 90 vewthe

[

Lsaliflongtieundt 10 U dndrunwaviedowmamdgalu 0.9-1.8° dmunlznugtRnisalaulugigg
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Tulifauazgguum aduayunguiiihihfonssiulunafnlsaddmumiafamumdnisinde lnsans
maamLﬁfamuﬁumahd’auéfumﬂLﬁf@l’s%’am%wﬂﬁL‘%as‘z‘quuumLsziuﬁ’usluqamaﬁmﬁnz dmiulady
du q AlerunssuliAelsn IgA vasculitis ndoyadian éud nshndeldalalia (severe acute
respiratory syndrome coronavirus 2, SARS-CoV-2)" wazn1slasuen aninduuiiesna sumeagutiestu

a3’

wensmudauaznalnnistnalsa

Tutagdudilinsruaivnmainlsa 1gA vasculitis Midn uiduvgruiasinandadoms
fiugnsy (genetic factor) Safudadamsdanndon viliAansada lgA lunsedunisiin immune
complex TUsgnaulufsueufiauudantasumnidevioaaaiivng q Sawdtuidedevesiagiieedly
avauiiimaoniden thlugnsnseduszuuniiduiuvesitimelasioms szuunesmdisus (complement

pathway) tazdalnsila (neutrophil activation)” TilAnn1sdntay wazdnisviaraianesaning

waamﬁammmﬁﬂmmm

Hademeiugnssufifissauduiusiunainlsaiasdudesnnudsdunisifalea (gene
polymorphisms) lundn lneianizn1sil Human leukocyte antigens (HLA) siiaging q ldlianuiinunf
wuuBuienfiesusld (sinle gene disease) snsaganisiisesuanmsAneieuniiinuin HLA-
DQA1, HLA-DQB1, HLA-DRB1*01, HLA-DRB1*11 luuszannsaziiislentanisilulse leA vasculitis usinis
fi HLA-DRB1%03 wax HLA-DRB1*07 ndudulladefianmnuides (protective factor) lunisifulsail
yananinsiBusuy 9 uonan HLA ld1azidu chemokine (C-C motif) ligan 5 (CCL5), monocyte
chemoattractant protein 1 (MCP1) wie angiotensin-converting enzyme (ACE) wuilseanumady
Haduidedumsuenlonianisiielsn uasaruguussiiatorzeng o ¥eagan IgA vasculitis'?

v

nalnnsiinnisnseduuesssuugiauiulunisiiialse 1gA vasculitis Ivanevgu]) Mnandwin
3 a ' . Al ° v a

22 uNSANIINAMUUNNTBITBINTEUIUNTT glycosylation Mlaana IgAl vilvAnn1smelives
galactose ey galactose deficiency IgAl I%LQWW;@’JS IgA vasculitis Aflo1n1sNIelnsInaIY
i dinsas1aweuRuefizenin anti-galactose deficiency IgAl autoantibody wazazadluliodels
nszRuMsenEusaly” dsfinaniseazidenluum IgA vasculitis nephritis 8nvguifidagiudieindu
nalnyililAane sanimniseniauiiedoazau o vesauldlsel laun n1sadrsleudiveniianin anti-
endothelial cell antibodies (AECA) @sunanmsiaielsaunseiiadzusiluanandnendaiuiead

19 1Y

Hiaaamadion (molecular mimicry) yinbisnanieasiagiduiusesiunues Ing AECA fignad1svuasly

q
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nziv 1gA1 ey immune complex Fsagluinziuniisiasndonnss B2 glycoprotein | nszfu
n15iia proinflammatory mediators lagiang interleukin (IL) 8 duaziludnisiianisnsequns
sfnuvesiiilvgila (neutrophil recruitment) $21AUN157 AECA-IgA1 immune complex a@unsald

wnzAuNilsvesthilynsianssdiu Fc alpha receptor | (FcoRl #3efiisunin CD8Y) lalaumssaswal

OO + B P S

genes viruses, bacteria, drug, vaccine
(environmental triggers)

@ %>= IgA1+AECA
/ Increased level of circulating
i IgA1-AECA complex B2GP1

Binding with FcaRl on Deposition on B2GP1
neutrophils receptor on small vessels

LTB4

@ Recruitment and activation of
neutrophils by ADCC, CDC, ROS, NET

Systemic vascular
inflammation

ADCC, antibody-dependent cellular cytotoxicity; AECA, anti-endothelial cell antibodies; B2GP1, B2 glycoprotein |;
CDC, complement dependent cytotoxicity; FCORI, Fc alpha receptor [; IgA, Immunoglobulin A; IL-8, interleukin 8;
LTB4, Leukotriene Bd; NET, neutrophil extracellular traps; ROS, reactive oxygen species

Ul 1 nalnmsifaneBanmusmasaidenuuinidniulsn IgA vasculitis TngeBunsainnguinisiia anti-
endothelial cell antibodies (AECA) tuu multi-hit models
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N195N52AUNNTYINUYEITnsia (neutrophil activation) lunisnsedulifinnsdniauvemaendentu
nanenaln lainavdu phagocytosis, antibody-dependent cellular cytotoxicity (ADCC), complement
dependent cytotoxicity (CDC), n19a379 reactive oxygen species (ROS) wagn15tin neutrophil
extracellular traps (NET)"* fauandluguil 1 deenuienudlelumsifnlsrazihlgnisinduistoiu

maamumﬁiﬁumﬁﬂmmaﬁ;ﬂ (targeted therapy) siolU

o1NISllamo1INISUdaqY

9IMsuARIAUYDY IgA vasculitis 31 4 aea TiuA Ruyuiifavifsnaliian (palpable purpura) Tngil
AUaelifin3g thrombocytopenia #38 coagulopathy, 81n15U3nvieewuuTU 9 odsunseiiionsenty
mMaduens, enstintensetednauiidiuaivessianie wavensladniau (slomerulonephritis)
Tngornslugtaoudazssaziinnnuvainnats Lisudufesdiennisasuynszuuiinginun naoaau
AUTURIITRIINTIULAAT SEUUATANNWANA1ITY Tinssienudtennisiinaglisunsdudiieens

6,15

o ' =~ a 1% 3 < | !
uaegnian 2 U LLﬁgiaﬂ’]ﬁLﬂﬂﬂqggLLV]Sﬂ‘?fau‘ll’]ﬂsUusLULﬂﬂImLLagélﬁfy I@EJLQWW%EJ’]MTWNIGI VNANILLYN

(Y]

ANMURAUNR bUWARLTEUURIT

« DINTTUAAINIIAINL (skin manifestation)

Huemsinutesiign Tasiany palpable purpura wuldifedosay 90-100° AusinEusiuse
JaidenaonvuInldn (petechiae) Aoxnnelu 12-24 Falusdansaudifunalians fnlsiduviedy
AT LU LN RIS aE a1 9we 931N EnLus ATIE RS (gravity-dependent area) SV

(% [

fushundauarluynsaiiguasuoudundn fuanduguil 2 oxmsmafiandedy q Anuldsesan loun
Auaufiy (urticaria), subcutaneous edema #ide W soudenan Suiluan MiaATYEIndune
(scrotum) nuldUsesnaidesas 35-70 vesifilae’ way hemorrhagic bullous B4fiAmsuUNsIENYTH
Anlomeuszidesionisinde suidimemudimiuifunnswndouiieTordu q fuandugud 3¢
drusnnenmsyaiiviazfusguiu 3-10 fu wazanmnsameldios uiluftisuisediseauiiiu

9197 du q me 9 lauuauds 4 wew'

- 9INTUAAINIITD (Mmusculoskeletal manifestation)
wuldsznafesas 65-85 veithe wazoraiduennieisusnivinliumuuwndliieosas

17-25° 91nsiaude 91n15UaUe (arthralgia) aulutisennstesniau (arthritis) idelugdiuaavedsnenie
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| T

U palpable purpura finululsa IgA vasculitis sinTuauiiu ¥1dIua19 vdaruagluymausliuas
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3U7 3 #u hemorrhagic bullous Usnauarile Fudueinismefimdanisuusalulsn 1gA vasculitis

TnelanE NS otoLTN@e e wuduteeNiiensNToruInEandY 9 ¥89s19nY Wi Jeren Uaile
doihile visensegndunas omstesniaudnmelinielu 2 flamlagldlaviliAndefavianisiang

Y99U008190175

« DINIUEANINIUAUDINIT (gastrointestinal manifestation)
nulduszanusosas 50-75 shnulugasdlaiusn neuvdendseinisnisianieils laenid
Jewar 11-19 veUheilen1siimieseuunItAueImsiigsefes i liunmddessednsy sl

a =

msidadeuazAnnalsa IgA vasculitis Wunildlunsitdadouenlse’ eanisinutes loun e1nsiinvies



Updated in Immunoglobulin A Vasculitis U155100013dn5 353

wuudu 9 Tnslanznasiue s 91ReU vouds Lazin1ziienoanluniafiueInITINniasaLaen
swadnlumadiuenssniay (gastrointestinal, Gl vasculitis) dswaliioydldumdendadulddus
wuugaudu (occult bleeding) wuannisasranuidentuganissluauivaailudonan anzsunsndou
ﬁqmmmuﬁummi%"u q fioranuldl fie nmrdldndusu (intussusception), aldneg (bowel perfora-

tion) MuAndeyntiatewiesdniay (peritonitis) Fududunmefsiudinldmnlilizunsiteduedig
Nuvinen'’

wenntomsmesruumaduermssy q finuldlives T8uf protein-losing enteropathy,
steatorrhea, acute acalculous cholecystitis, acute pancreatitis 1138 acute appendicitis'® uazainuaney
nsAnwmuIaelaa IgA vasculitis anunsninensviaduewnadudildtosar 14-25" nasaan
nanediuernsUanEesiann functional abdominal pain syndrome WU irritable bowel syndrome

puanlaUsTanaSeuay 8-11%

- 81N15UaAN191A (renal manifestation)

wulduszanadovay 30° Insonanusususniiidesevienievdsldda 6-12 Wou ndasuilonns
mafavfs omsuanslisausidntios lidnasidu microscopic hematuria wie mild proteinuria Tauds
81N159ALAUYDY glomerulonephritis WAL ANAULEGDAGY Lazn1sviuadlaunnses (acute

kidney injury) TnefnuseazBaadiudulaluun IgA vasculitis nephritis

- PIMNMIUEAITZUUBY (other manifestation)

- 2INMINeTEUUUIEEM: Ua8lsA IgA vasculitis 91981801 TUINATYZAINANA UGN
qjﬂﬁ]mﬁmmw posterior reversible encephalopathy syndrome (PRES) #3091015%n @383 NEANTIY
Wasuulas uvw/angeunssnnassaiden Jideasenvideiivaonidengaiiuain cerebral vasculitis
uannidelisneaunsiia Guillain-Barre syndrome, peripheral neuropathy Wag mononeuritis

multiplex'®*

@

- a1nsmevan: Taevalunulddesuin wionaianuguwssdaiudinmnlidlasunissnw
DYV N1EAlTIBUUREER A 9INIVeUWIosn diffuse alveolar hemorrhage (WuSega
0.5-8) innvaeaFendeslulendniauuazgnyitate sesmeunilsieau laun interstitial pneumonia,

interstitial fibrosis wag pleural effusion™

- aamsmaszuulvanieuaen: awnsanulaniely 2-4 §Uaindin1sinads e1n1swanadl

& = v ' a Y Y] Y a o . . =% a v & o Y]
AusAUnTen seumas Tadu Wlawulndsneg (cardiac arrhythmia) dainainnduiieladniay
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@

(myocarditis) aufan1ziladuman (congestive heart failure) wonanidadiseaugUlsionis
waamﬁamqmé’fu (artery %39 venous thrombosis) M#LMS coronary artery, portal vein, iliac uag

femoral vein'®

- a'\mimaa%'m::ﬁuﬁ'us:: s[,u@smammmwu orchiepididymitis, urethritis %3© scrotal
involvement lasagaz 10-20 vilvidlonnisuianieviuseugidumzauaiailidn1izaniduegis

testicular torsion’

=

- 9In157190: wulateeann As1eaulaln optic neuropathy, central retinal artery/vein

occlusion, episcleritis, keratitis WWag anterior uveitis'®

AsOdvdguazNsOuvagugnlsa

\nausinsitiadelsn IgA vasculitis luiAngniaunainnsUszaswesgiBormajlud) .. 2551 (2008
Ankara consensus conference by European League Against Rheumatism, EULAR, Pediatric
Rheumatology European Society, PRES and Pediatric Rheumatology International Trials, PRINTO)

Tnediauha (sensitivity) $o8ag 100 wazaNUINNIE (specificity) Sovaz 87 aeil?

. 1Neugin153aaslsA HSP (IgA vasculitis)

funedasiiiiudnuaz palpable purpura v3egnidensen (petechiae) Mfuvtsdinanives
$r9me* Tngliduiusiunnesindadons saududn 1 lu 4 daswielul

1. omstanesinduuuutindu saufsmsiidensonannmaiueimsusennyailé@nauiu

(intussusception)
Y A v o o & A i '
2. 91n115U0V9NIVUBDNLEULNIUUNEIUA19UBIT19NY

3. pnskaonaulnedaaniziidentu (Wadenunawnnnii 5 wad/high power field ¥38 blood
2+) wav/vsataanenulusau AUsAuuInnin 0.3 nSumeiu 15au1nNI1 30 Jaauaneiaansy

994 urine albumin/creatinine 3MNNNSASIIVAANILATHALINDUT)

4. M3AINTINTULDNUSNwaUELEULGDADNLEULUU leukocytoclastic vasculitis Sauiun1sdond
NQoeLIAUARR IgA

' v ' '
= v = a (|

*dusuRunfianvauzlddniau way/mIsTufisnunisduy (atypical distribution) wugiilivin

skin biopsy teQaNwUENMISNEUYBIAURDALAZNNTTOUARE IgA
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v

maladeuenlsnstiuegiveinisuananivedezsngg duunnazdunqulsanaenidendniay
SN 9" W urticarial vasculitis, hypersensitivity vasculitis, antineutrophil cytoplasmic antibody
(ANCA) - associated vasculitis, m’iam%’a S meningococcal sepsis, disseminated intravascular
coagulation (DIC), papular-purpuric gloves-and-socks syndrome associated with parvovirus #5e
poststreptococcal glomerulonephritis, hemolytic-uremic syndrome nsglsnagen1snislaiau ’314‘1
lAuA immune thrombocytopenic purpura, systemic lupus erythematosus (SLE), Sweet syndrome
(acute febrile neutrophilic dermatosis), infantile acute hemorrhagic edema dulﬁﬂmqﬁaaﬂiﬁ 29),
antiphospholipid syndrome, bleeding disorders, medication reactions, familial Mediterranean fever
(FMF), acute leukemia, bone marrow failure syndromes wag Crohn’s disease, acute pancreatitis

#38n17% surgical abdomen AsdlinAgaINITUINTIDUAL

ANSsdvasIoNvHEVUHUANS

n53dedelsn 1gA vasculitis @1BINBINTUATINTHARIBNEUIEmUNMNNTITded ey

Y -

Juddyy Tifinsdwsadoansgliduiuleilunsesiaanizlunsite

Y

@

glsall nsdamsIaniavios
UftRnmsinfinnsandsmmaiioussiiuamiuguusedsa wagnsamanzunandoulusyuuina q la
azidunmsnsiafumadiiiaden (complete blood count, CBC) Lﬁa@ﬁaﬂ%m nItlendun1zUInNY
Mnidenveniumaiuems waztetuduingiieliinnzindadend msdsmsanssniay (inflam-
matory markers) laln erythrocyte sedimentation rate (ESR) %38 C-reactive protein (CRP) A1591579
9995ziflegnzidensenlumaAiueMILUUTEIU (stool occult blood) MIngaaAINITuesle
wariaaniz (urine examination) WaUsufiunzladniay dwiunisdinsia serum IgA wuiildeaely
meitadelsed maenauliiferudiiusfunisuenarusuussvedlsa wenaninfinnsandmsanig
we3inen (histopathology) vesseslsausnammiislunsdiilifulalunsifadelsa 1gA vasculitis wax
faansuenlsndy 4 vewmaendonsniautnnidn (systemic small vessel vasculitis) Tnetanizfiud
Snuardu 1 laigumziulsai (atypical rashes and distribution)” iu 1319 palpable purpura %39
msnszaefvesiuldlefidiudravesiianenunsdtudi Tnednvazves skin biopsy znutiu
leukocytoclastic vasculitis (LCV) 9900158088 haematoxylin and eosin (H&E stain) ﬁﬂLLamﬁugUﬁ 4

A o v a ¢ . a o ' G v a
wavilothludouivaurgoaisawus (immunofluorescence) aznunsindves IgA egrslsinfondan

Y 4 v
a = a 5]

duvsruiiulnideliuUanalasgagndes wasdemisseishe nslinumsindves IgA NFwiile

Rudalilasnnisitadelsatiaan®
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1Y

JUN 4 dnwaiznen§ive1ves skin biopsy Tulsa IgA vasculitis lldnuaugnasadensniauluy leukocyto-

clastic vasculitis (LCV)

dwsuteustlumsdmsaaduiiefla (kidney biopsy) lulsail aznanmeluluun IgA vasculitis

nephritis

asunisdwsamaiesfiRnsnsdlasdulsn A vasculitis wWianuaielzag 9 dawandlunisng

=b.
—
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A19197 1 NsdansmeaiesuRnisnsdlasdelsa 1gA vasculitis anuAwugiluwwmsidanan

(FALUAIINLBNEITD19D97 23 wag 24)

n13edansanIeiasuunns LoE | SoR

1. gUhennsieadsas CBC, CRP, ESR, renal function test, UA, UPCR, stool occult blood q D

(Onatangluseniionnisuinyieq), coagulogram nasdanizideneeninuni

@

2. MN@IN1SUANeUadlIA IgA vasculitis Liidalau erafsandwnsianadeaniagiiduniy 4 D

q

Wiusfusiedfadouenlsndy 4 liun C3, C4, ANA, ANCA, ASO, Anti-DNase B, Ig level

FamsrzUnavsensialanuluduaslse IgA vasculitis

3. fflhefifernstiaviosnn waz/mSensianuidenlugannse (stool occult blood 4 D
positivity) AITIASUNITAINTIT x-ray abdomen series Lﬁaiﬁaﬁamw@maumuau
91913 W bowel perforation #3e peritonitis *Baanizluseiiflonniserdeusiudie
viseaadunmeaildnduiy (intussusception) AITRINSANANTIV US abdomen iiie

o

gudun153ade* (CT abdomen o13ltnaunule)

4. Tunsdlenistavisasulpgluddnvaziuianizeslsail (palpable purpura) 4 D
919NINIUINTADINABINAUDIMIS (Gl endoscopy) eusnlsAiu IBD lasianiz

Crohn’s disease

5. f15adIns9 US fiusnaderiiaviglunisitadening arthritis sedinsia US 71 il D

UsnadunglunstiniansuinulniiadligItadan1ieunsngau testicular torsion

[

6. fUTDINITUANIMNINTEUUUTEAMAITANTUAINTID CT %130 MRI brain Wedtedy | 3 C

=

A73% PRES %38 CNS vasculitis aaanaudsnuunmddieivaysiely

7. Wa50dan533 pulmonary function test, chest x-ray Uag/vi3e CT chest n3dlgUae 4 D
fonsmassuumadumela lngnnzreumiloymsdnanasd BAL wWiauseliun1ig

unsngauaInidensoniiuen (diffuse alveolar hemorrhage)

(LoE: level of evidence; 1A: meta-analysis of randomized controlled trials; 1B: randomized controlled study;
2A: controlled study without randomization; 2B: quasi-experimental study; 3: descriptive study; 4: expert opinion;
SoR: strength of recommendation; A: based on level 1 evidence; B: based on level 2 or extrapolated from level 1;
C: based on level 3 or extrapolated from level 1 or 2; D: based on level 4 or extrapolated from level 3 or 4 expert
opinion; ANA, anti-nuclear antibody; ANCA, antineutrophil cytoplasmic antibody; ASO, anti-streptolysin O; BAL, broncho-
alveolar lavage; CBC, complete blood count; CNS, central nervous system; CRP, c-reactive protein; CT, computed
tomography; C3, complement 3; C4, complement 4; ESR, erythrocyte sedimentation rate; Gl, gastrointestinal;
IBD, inflammatory bowel disease; lg, immunoglobulin; MRI, magnetic resonance imaging; PRES, posterior reversible

encephalopathy syndrome; UA, urine examination; UPCR, urine protein-to-creatinine ratio; US, ultrasound)
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N1sQuasnu

AUelsn IgA vasculitis dhusnndndennishisuusaazanunsameluundld (self-limiting disease)
msfwvdndadunsquanuuissduussaesimngan' lainawdunsligiengain vanidesnnau
v3enanssuiinInsnunszunnlusrezuniidalinssniauvemaenidenvuiadniiiavis ielostu
nsnduiugwesiiu palpable purpura uazasmsuanueste aassaunisiienanainsiosniaudie
ﬂﬁjumﬁﬂuﬁﬂLﬁU‘UﬁﬂiﬂﬁdaLaai%ﬁ (non-steroidal anti-inflammatory drugs, NSAIDs) 1y ibuprofen
yi3a naproxen vngthelalldddevinumnnstint Wud amsdonsenmaiuatms wiensvhanmes
Taunnses Tneddeufinnuiuimndanudnlulunislden NSADs Tugthe IsA vasculitis veuuzi
T d818AN1TNAINTARAZAROUNTTINIE 1T nNguen proton-pump inhibitor (omeprazole 3@
lansoprazole) Tugruiiletesiunatnaifssvessn NSAIDs ?J'ﬂwgﬂaakﬂﬁﬁiamaLﬁmmammiﬂ%’au
yafugmsegudadeilsaes venanimsinisliasihiifiome sufondou uarsuiintes

muenshunsaifUleiiennisuinvieawuulaiuuse

lugUrennseaisiasunisasiamansunsndeulusioigdnaqudazdilifionisuansidaiau
WU N5mTI stool occult blood nFeMTInANUAUGEALAzdINTIaTdaa1IE (Urine examination)
WeaidszTinnsladnau® dnsudeusdlunsihvimeaaiesess dulusnaglifuiulasiinadnafies

Y

LiflsUszasdvaneUsznis ldresilunisidesdenisinionsanisunteonnisanidumaiuenns wu

peritonitis vilinsranuldliddaau psfiasandddedediieinnudiluiasiideusinidaaurinim®

Townanseasaldil

- DINNTTULTITUATIEABYIN (life-threatening conditions) Wi ¥n3n cerebral vasculitis
veuwilesannnnzidensenlulen (diffuse alveolar hemorrhage) violndniauoenaguuse
auiinsvauueslaunnwses (rapidly progressive glomerulonephritis)

- 91M3aumednian (orchitis) Witetlasumaiin testicular torsion Saiflunzandumadasnssu

- omstaviesedieguuss msiidensenlumafiuens viensdlifiheifnanizunsndeu
naldnduniu (intussusception)

- 979931507 (relative indication) ¥1nE9INIINNEINTILUY hemorrhagic bullous Fadl

ANHTULSLABaN SV lAnLlon e
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TnevhlurunnvesenafesosdEususeyniu prednisolone U 1-2 1n./nn./4u iieluguiuy
g1dn methylprednisolone Tuuiinaegnividumngiaeiidedrfnlunisiueniesaintiniosnn
viofitlym Gl vasculitis ilvigaduenldli wilunsdfigiaesionnislusioiriiguussdunsededin
(life-threatening conditions) Asnaniludnadu aslien@naiiesesnvuings (intravenous pulse
methylprednisolone) U3anas 10-30 un./nn./fu w1y 3-5 Su islsienanunsneengusléviud udr3auden

[ a 1 ::1' LY & 1 1 ::1' ::4' Y 1Y [ o
Juenfuderlieswu 1-2 a1 newaseey 9 ane wasvgaetunigaivedesiunisndulug

dmsunslienafiesesdiiietostunisianmsunsndounmslanuiliivsslenilunisidosiu
nsidanmeilaaneilusiu (significant proteinuria) 7 12 Wewundaitadelsn IgA vasculitis AMunsAne
WUy randomized trial aualuigves Dudley wazamzlud w.e. 25567 wazlunaideuiiilionvaie
nsAnwidusunaazufanann lid1agdunsfnwinuy meta-analysis (Cochrane review) lag Hahn
wazamey Ul we. 2558 fnuiniimslieaiesessvddifadodunaiun 1428 Su ieusinseits
nslenduindaien (anti-platelet) liaunsntiedesiunnfnamglndnaulufiaedinlsei®

a

usnaNMsinweINssniauvemasadendoeaifesesdiusman lufithefiflonisguuss
Talnouaues (refractory IgA vasculitis) seilannisifus (relapsed disease) o1afiasaunslideina
aidufurindu q eannatradesszezenanmslieraiiesesd lén 87 colchicine, dapsone,
azathioprine, cyclosporin, mycophenolate mofetil, methotrexate, intravenous immunoglobulin
(IVIg), cyclophosphamide, infliximab %3 rituximab aunseiafin1sayih plasmapheresis™ "% Aeasy
e sSnwluuaugif 1 usnauennisuansluszuusing o uassieaziBendauandlumsnsi 2 61984
Mnumeioiangn dmsunmssnunnnglasnauanlsedaunsofnunaeasdeniuiuldluom

IgA vasculitis nephritis



360 From Guidelines to Real-World Practice in Pediatrics

Treatment of IgA vasculitis

Severe life-
i : Orchitis Gl threatening: CNS
=i Llie vasculitis/ DAH/
RPGN
Supportive 1 : 12 line: Supportive
. pportive < :
et || wesment: | | Setald) || wesimerts || qaine:puse
: rest/ 1% line: pre e steroid (IVMP
compression el MKD) hydration -
therapy of | [P 0 nutrition, 10-30 MKD)
B NSAIDs analgesics Refractory:
: AZA,
cyclosporin,
Severe: low | | Severe: low Severe: Severe/ Gl bleed: MMF, CYC, Vg,
dose steroid dose beware NPO, steroid RTX or
(pred 0.5-1 steroid testicular (preferably IVMP plasmapheresis
MKD) (pred 0.5-1 torsion -> 1-2 MKD)
Relapse or MKD) consult Relapse or
refractory: surgery refractory: Pulse
colchicine, IVMP (10-30
dapsone MKD), CYC, AZA,

MMF, IFX beware
peritonitis,
intussuception ->

consult surgery

(AZA, azathioprine; CNS, central nervous system; CYC, cyclophosphamide; DAH, diffuse alveolar hemorrhage; IFX,
infliximab; Vg, intravenous immunoglobulin; IVMP, intravenous methylprednisolone; MKD, me/kg/day; MMF, myco-

phenolate mofetil; NPO, nothing by mouth; pred, prednisolone; RPGN, rapidly progressive glomerulonephritis; RTX,
rituximab)

ad o v < . |
HAUQUN 1 a§ULL‘IJ’JVI’Nﬂ’]iiﬂ‘H’]EJJU’]EJLﬂﬂI‘Jﬂ IgA vasculitis LENANNBINITHARILUSEUUAN 9
(FALUAIIINLBNETDNDIVLYLAY 24 hay 27)
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AwuzituntsinendUaein IgA vasculitis LoE | SoR

v
1Al

1. fausdlumsusulssnanuaiitedunmennisesndlnddauasinnsanldansens/i 3 C

athaitewe Iiud Toladenidatsoluid

- dedniaumnnivinity 3 Fetuly vidensdionissuussaulianansoanimdnidu
[N

- 91M15UINVRIUTUNANSDITUUTS

- omadensenlumaiuensiitinazsdunuutaauriodeuiu
(stool occult blood positivity)

- omsuansvesladniay lidasduuan arwiudengs Jaanzilusiuss vie
fimsvihanuvedlaunnies

- 9IMIUARNTITULSITUATIEAeTI (life-threatening conditions) léiluA
CNS vasculitis, pulmonary hemorrhage Wianmzflo1adessnudasnssy wu

orchitis (risk of testicular torsion)

2. ansmsiiavifs; sivneldies luunesiefiennissunss wu fulidnwaz hemorrhagic | 4 D
bullous dewionsiinilemeuarmsinie ssfasalinsihvdeeaiiesesd
u1ae (oral prednisolone 0.5-1 MKD)

- luseitlinovaussdesaiosess seddymaduidudidest Avsannislden
colchicine %38 dapsone (unsellailéidu G6PD deficiency), 81 AZA #se MMF

anaisanldlaiuiu uddeyadsliliinnme

3. a1n1snsda: ansnsodnviuuuUseAuUsERes wmsiuviefansufifiusanszunn | 4 D
finnsanld paracetamol w3o NSAIDs ieanenisuinuazdniaulunsdiluifideri
Taun lHonvonyaiueImns wien1svinnuvedlaunnges
- fsndsenafiesosduuindi (oral prednisolone 0.5-1 MKD) lusnefionn1suuss

a A

uldaunsalsdinuseaiulamuund viselvernuvaenisiten NSAIDs

4. 1n1smuiuenns: Tnewlvormsindtuaely 48 - 72 Flumdmsihvuoy | 4 D
Usziuuszaos lun nisliansenmsuarensiegamanyan nislieuivanialy wu
anti-spasmodic 38 paracetamol, NPO Tusnefionissunsaiieinnstudwesdild
- fUhedifiornsuasviesnn o1deu uaz/vdemaduden fasanlinaissessily

sULUY oral prednisolone 38 IVMP aunn 1-2 MKD (Henddlugunuuendssnnnii

winasde Gl vasculitis Feenaiidgymisesnispaduenlalais)
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4. 9IN1INAUDINIT: (519)

'
[ a

- NsandwsiansSed@idaduiiuiy nsdlasdun1iegniduniaiueInns wu
bowel perforation, peritonitis %38 intussusception hazUInwdasnIsuLiNe
nmsguasialy

- luseilinevauesieeadiesesn Harsanbinssnwiesenaglifudueiindy

wisdn lun AZA, MMF, CYC, IFX, IVig

5. 81N15N1952UUUsEaIm: tunsaiia1n1suaneuad CNS vasculitis A355UN155N®N a D

MEeFnalResesnruIngs (pulse IVMP) 10-30 MKD 11y 3-5 Ju udinumeeniu
prednisolone 411A 1-2 MKD 4aganatn1ueInIsvedstiey

- luseilinevaussieenafivsesd fa1saunlinissnwimesinagiiduiueindy

Wadia lewn CYC waz plasmapheresis

6._21n13n19uan: Tunsdifieon1suanives DAH mIsuMISwseendnaifieseunvuin | 4 D
a9 (pulse IVMP) Wuwdgafiua1n1sniessuulseam eligneengnsaiuaueinisie
Vun
- msiansanquaheaglnadnluvedUieings (ICU) wazdSnwinunsunndlsalan

= 9 ' PV a o
WemsSnwsauiuduaninndn

- Tusrenldsevauewesiaiesesn vsalonsmeladuwaideddnsasiismela

'
Y o A

farsanbinisshwimeenagliduiuyidaduisia laun CYC vise AZA

7. m3lienaiesesaiietesiunisiinnzunsndounila (IgA vasculitis nephritis) | 18 A

punbifunun/dselevilunsteanisiiataaneilusfunnialunasnisitdany

(LoE: level of evidence; 1A: meta-analysis of randomized controlled trials; 1B: randomized controlled study; 2A:
controlled study without randomization; 2B: quasi-experimental study; 3: descriptive study; 4: expert opinion; SoR:
strength of recommendation; A: based on level 1 evidence; B: based on level 2 or extrapolated from level 1; C:
based on level 3 or extrapolated from level 1 or 2; D: based on level 4 or extrapolated from level 3 or 4 expert
opinion; AZA, azathioprine; CNS, central nervous system; CYC, cyclophosphamide; DAH, diffuse alveolar hemorrhage;
@l, gastrointestinal; G6PD, Glucose-6-phosphate dehydrogenase; ICU, intensive care unit; IFX, infliximab; IVIg, intra-
venous immunoglobulin; IVMP, intravenous methylprednisolone; MKD, mg/kg/day; MMF, mycophenolate mofetil;

NPO, nothing by mouth; NSAIDs, non-steroidal anti-inflammatory drugs; RTX, rituximab)
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Y 9

v
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q
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15 IgA vasculitis viSedeidufio Henoch-Schanlein purpura (HSP) 1dulsavaenidondniay
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