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Pediatric Red Flags of Red Urine:
Glomerular Hematuria Part |

SJOUUY QUISIQU

untn

Aglaanizdudenananuiiaunivedinaiiesaa (glomerular hematuria) e Al
Jaaneiinsnmanudiadenuias (red blood cell, RBC) ﬁﬁé’ﬂwngﬂiwﬁﬁﬂﬂﬂa (dysmorphic RBC)
WINNIMIBWINAU 3 RBCs/high power field %3anu red blood cell casts UgUuay' dn1sAnwnuin
Tudinfidanzdaannsiudensgroidasdagldfienisinunfidu o sausie (persistent isolated
microscopic hematuria) eAnnalluiduszozinauuenanuinianuidssienstiannganlasniay
wazflnnuguussauindulsalnFesild venand desesnametiaameuudeniililfiAnaneuiaund
vaalnaluesaa (non-glomerular hematuria) Wy AuRaUNAvatlawagninfiulaaIzudinln e

o & P~
nseLilaanila

s=u1Qonan
N17% persistent isolated microscopic hematuria nwulutrasnieSeulasosay 0.25% finsAnwn
PnvatelssmAiieamnInmMInTIaesan nesielaluin wuhdiuseuinananuiinung

vadlnawesaa wu Tuanszewisng nuirderay 44 linuanuilauni Seeay 22 1finan thin glomerular
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basement membrane 8@z 12 1Aina1n Alport syndrome Wazsosay 11 1AA270 IgA nephropathy Tu
Usemadu wuandesay 71 linuamuiaund Sevag 3.2 1AR1A thin glomerular basement membrane
$owaz 1.4 1An97n Alport syndrome waz3osaz 16 1inan IgA nephropathy azuiuladnamnuansg
funuBoni warkumansduiuanivg Smsfnvidlefanudtsdifametasizudondunauu
1101 20 U wutfiarandes (adjusted hazard ratio) ensiinlsalaidossssazaarinegeds 18.5 wh

(95% confidence interval 12.4-27.6)°

A1) U84 glomerular hematuria Finuludin LLﬂﬂLﬁu%ﬁﬂﬂguﬂuﬁ 11 IgA nephropathy, immune
complex-mediated membranoproliferative glomerulonephritis, C3 gslomerulopathy, anti-glomerular
basement membrane disease, membranous glomerulonephritis, antineutrophil cytoplasmic
antibody-mediated glomerulonephritis wiianfgni 1w Indniaunamdsnsinde streptococcus

(poststreptococcal glomerulonephritis, PSGN), IgA vasculitis, lupus nephritis*

Tuunfiaznaniuanizuialsa wazanuisaoruiudulatluundaly

Poststreptococcal glomerulonephritis

Huamguesnngladniauiinuvesluin Tnenuglifnisaliosas 9.5-28.5 seUszansiin
wiaunusel® wuesluusemardaiau mmﬁy,ﬁmmﬂmiam%a group A beta-hemolytic strepto-
coccus (GAS) oiln nephritogenic strain eranutluslinuszUse (sporadic) W3vlanuraINISIEUIN
Fuhasinannsiniefiiamids (pyoderma) innninmsindelugine (pharyngitis) Yesay 85 wuly

3991y 3-12 U° uagnulumameunnninemga 2 >

W GAS \JuauusiiBenquunsuuiniiiguanimilidadoaunsunn vunduiumadilaseasng

lUsfudnwuzaaevisiissneiumiouvulaeseuizania M protein 1IN serotype U89 GAS

v 6

aneugdu nephritogenic strain duiusiun1sAaeiidIne Wy serotype 1, 2, 4, 12, 18, 25 uaz

o o

duRusiunsRnweRmTY W serotype 49, 55, 57, 60" aURN1301U8d PSGN LAAMINMAINTAAAE
Na1AUseaNsaay 5-10 waLiANIUNaINISAARBNRMTISa8aY 25

wa o

LOURUTBNAE GAS NilauaudivinlmAnngladniau (nephritogenic antigen) fivaneviin

FILANILUNITIN 1



86 Pediatric Red Flags: Recognition and Response

A15197 1 uanslauRlauaede group A beta-hemolytic streptococcus Avilmannglasniau

waURARY AMENURA

Nephritis-associated plasmin | - §ufiu plasmin uaznsziunmssniaulneiidadenvraduniulnawesda
receptor (NAPLr) - N3 matrix metalloproteinase (MMP) viliAnn1svinane
LﬁaqgwuiﬂaLuagé’a (glomerular basement membrane, GBM)

- NIYAUTLUUABNNGLUUA

Streptococcal pyrogenic - fquautRdulszquin Feduiuusygauuu GBM waznsziuliindu

exotoxin B (SPEB) subepithelial immune-complex

- Juiu plasmin waznszsumssniaulaeddadenunadiunly
Inawesaa

- NITAUTTUUABUNALIUA

Streptokinase - Wasu plasminogen 1Uu plasmin 11Jﬂ‘§3(§l:umuwﬁmuﬁ C3 way MMP
Neuraminidase - ﬂiw'ju mannose binding lectin complement pathway
M protein - FRRIUNELAR phagocytic killing

- NIYAUTLUUABNNGLUUA

- 1 cross reactivity AuneuAlauluy GBM

Histone like protein - nsgsuliAnnsdniay

(ISeuSedlag sa. un.sude AUAsAY TIUTINTeYaRINIBNANTENET 7, 9)

WeISALUA
MIfAEe GAS ahbiieufisenglilufudszanil 3 (hypersensitivity type IIl) Ineiinidu
antigen-antibody immune-complex’ TuszuzINUBINITANLD GAS ALUDURLUUDITE streptococcus

aaa a

W NAPLr uae SPeB/zSPeB lunszuaiondnllazavlulnawesaa sdoundaiuoufivefuvihufisenia

\Ju immune-complex 58071 in situ immune complex svezsaN WalinsadawouRvemiingvy

luvhugfsenduseuinulunszuadenuaslUasanlulnawesda Sendn circulating immune complex™®

Immune-complex k@ nephritogenic antigen NTHUTLUUABUNGLIUAHIUNNG alternative
pathway tJundn viliAansdnaululnawesda wenantiaedinisnsedAu matrix metalloproteinase
(MMP) Galuvhaneigeugulnalesda Jaiin1sagauves immune-complex UShad subepithelium 1¢1

(subepithelial humps)
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furangunudn GAS dn1swaseulysl neuraminidase @9aunsngay sialic acid ¥ad immuno-
globulin G (IgG) vilvidsuauaudRnazinsnszduiiauiuiuiies (autoimmunity) lagiin1snsia
WU anti-IgG antibody ludsuUlsuazaelulnawesda’ wenaintl daudnlugUieuresseinigasng

Qﬁﬁmumummwumﬁu 9 A28 U antineutrophil cytoplasmic antibody (ANCA), antinuclear

antibodies (ANA), anticomplement antibodies

21N1INNAALN
o nsuansiilavainuany Auelifionnis (subclinical) dnnzladnauideunau auds rapidly
progressive glomerulonephritis (RPGN) fUefilsifionniswulauszana 4-5 whwesUaeniinnagladniau
Reunau’
Y a o = o a [ 1% 1
amgladnauidsunau dnsauiulsedu 3 sseg lawn
svezlie (latent phase) fiigagisuiionisvdinisineludaeussinn 1-2 dUami uag

NIRRT NRIMUI LT 8EAUSEUIN 3-6 dUA

S2UIRBUNEY (acute phase) 81n15vesnnzladniau lawn vin Jaanzludonuavainuny
Fongs eIn1suaNinBuiivinamisnn vanuunaliyy Jaanziduiden (microscopic hematuria)
WuSowar 100 Wa¥Wu gross hematuria Seay 30-70 Uaaniziilusiu (proteinuria) d@auluwgnuusnne
\Entosfiatiunans uazdesas 5-10 nuldunguenmsiilisiin Anusuidengamuiosas 60-80 Tus1ef
JuLste19tioNstnlel (hypertensive encephalopathy) Tusreiiinmsmeniuazindesnn e1adiennis
yosUaaunthuariilaneld n1nz RPGN wutosnindosay 0.5 vesfihe lasnsaanuiiszdugFouas
asuefituludongeognenindilunailifiu

svezud (recovery phase) iutdsitonisinuniisng q Bunduiduuni téud srmsua
Thatulunen 5-10 Su gross hematuria smelulu 23 Ju uderauinds 10 fu was microscopic he-

maturia 81911UE4 1 U anududengainduuninielu 1-2 d&aw nmglaansilsiusinmelunaneglu

6 oY

N13ATIAINWRIURUANT
iietnelunsitadelsa asdwsiamaneauuiniseng q laun

n1sns2aUaa122 (urinalysis, UA) lussezusntinnuanuaasdinigas dfladenunn (white

Y

blood cell, WBC) tag WBC cast 1a sauiunu dysmorphic RBC wonani wulusauilutlaany wdsi

T3y 2+ 1nNsRSIIMIELaUnsIItlaay
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msmwmmauuﬁmﬁmaaLﬁmﬁam (complete blood count, CBC) wunzdald lng
1 Tu 3 nusaudlalnalu (hemoglobin, Hb) Weani1 10 Asu/ea. WRanAMzdLAY Windenv1agin

agluszivuniviogaludniles sedundndoniinund walusigenadiszaumnitundle

N1391593N157119UB4LA sz blood urea nitrogen (BUN) geninundld warsziuaiuofitu

(creatinine, Cr) geninunisauay 20

n1sasIangaustulaen (electrolytes) dulugjodluinasiung wunnzludeusludonld
Anana1zd iy (dilutional hyponatremia) uasienuilnunadeuasluion (hyperkalemia) way

Homdunse

N13A32aN1993 luAnen Hunsesamudngiunisiaide streptococcus e Msnsa
antistreptolysin O (ASO) Wwag/%3® anti-deoxyribonuclease B (anti-DNase B) sz6iu ASO %Qﬂsﬁu
ydansRndoUsam 2-6 dUa uargdlduu 6 Weu lunsdiflésueufiusintousianusedu ASO
Undld® wonanil Wefimsfindaifans sefu ASO awhigﬂ%umiw streptolysin O gﬂv‘hawé”sa%u

Tugfuluilavids seau anti-DNase B gauvialugheianisinidelumasuas kvl sfugagai 6-8 dUanm

! gj ! = ¥ J b 7
nsdanTIaTaesegnasiinnhiiesay 96 waranuIwzSesay 89

N13M37TTAUABNNALIUATULGDA Sovaz 90 vesitheaznusziu C3 Muuutins lnees

ndulduUnflu 6-8 dUa9 druseau C4 sinUnfivseoasandntiesluszezusn®’

n1sAtaREuaznsItaReuenlsa

n153TadeTsn PSGN edsannisuarennisuansvesnmzladniay Tufudsynsinieludine
viefinavils asiatiaanizny dysmorphic RBC wwé’ﬂgmmiﬁmﬁ'ﬁyﬁl streptococcus 1y ASO, anti-
DNase B fiszfiu C3 dway C4 Unf masidadeuenisaainanzladnaudu o 18 1gA nephropathy,

membranoproliferative glomerulonephritis (MPGN), lupus nephritis

1%
=1

nsasratuilelalulsa PSGN arsfiansanvidlefifousd 1aun Snnsefiulsawuy RPGN §
naueMsulnsin Tanwaugmsaniiulsawuu atypical Wy ANuAuGengauiY 2 dUai 280
n1snsesvedlnallesdd (slomerular filtration rate, GFR) fnIUnfunuAY 4 §Uaet sedu C3 e
wuiy 12 #at Slusauludaansuiwiu 6 weu Sdiadenuasutlaaizuiuiu 2 U viseilennis

wansNasdelsnau
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N195NWN
Wwmnemssne Ae anenisuiniaranauiudion mssugUielishuilulsimeiuia drilanu

(% [y

Mudenas vanuazinmzunsndeu Tszaudsuasuwefiiugs nssnwndusuunissnwinueinis laun

91M13U2n Astadet Tnglunefiinnedniundetaanzoontios aslvarsiiliify
insensible water loss (Uszanas 300-400 13./n3.31./3u) Tunsdifilivamuasdaanizaanund eslansi
lsiiAunaTines insensible water loss wazllaanizdieantieTu uenainil msmenaiiu uazsfninde
lwAeudosndt 1-2 fadlua/nn/ " sawdunislvendulaanengy loop diuretics Wi furosemide
UM 1-2 un./nn./ass

ANUSULERNgs auvmuesnnuiudonguinanmsdaeiuazinde Sensliorduliaaiy
Hugnguusn i furosemide u3a thiazide (lus1e9ifl GFR 1N 30 wa./unfi/Auiifme 1.73 asa)®
fanufudondslianas msfinnsanlviorananududonnguduiia Wy caldum channel blockers,
vasodilators IuizEJBLL'Eﬂi&Jﬂ’J'iLﬁEJﬂW&HﬂEj@J angiotensin converting enzyme inhibitors (ACEI) W31
yilinsvhanuveslranasasiinnnsnuna@engsdudon luftieiifinnusudongsguuss wu &
1M3UInATEE M7 ATIABIAAALALLEALUUNEAII L@ UAARADANEAT W nicardipine, sodium

nitroprusside

n1slieInagiauiu Rrsanlieinesilaafiesesdlufieiiflonnisdalddu RPGN Tag
28EWINI methylprednisolone 30 un./nn./3u (Wungedn 1 nu/4w) dhmadudendt Wuna 3 Tu

Wasiasae prednisolone WA 2 1n./AN/TU (VWRGEA 60 un./Tu)

[ 1 dly y wed b4 % IS = Y ] dg‘;
n1sUasiunisunsnszaevaavalugiau aslidugaimiedesiunisunsnszaredely
diou Taglai penicillin 38 amoxycillin u1w 10 $u Tugtrefiuiengudl farsanlidu erythromycin

U 10 U

ANSWEINTAILSA

ludniinswennsallsaind drwlugernisiaunielu 1-3 &asi snsimsdedintosnitiesas 1

nsnennsallsaldfnulugUlsiiiennisuansweangue1n1siulnsiin n15nu crescent 91NNNIATINTULLD

9

Ade PSGN Aaslasumsnsiafianiuegeasinase Tugis 1 Tusnmisasiainanumudenuas
nadaaniznn 3 e nasndukuzilvnsaienuyn 1 U Wewinluuesgenaiinnsunsndeuly

srgre1ila Inewud WeRamumasiiennts 10 U nuanuduidengiSesas 3 A51taaNENUIALADALAY
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velusiudosay 5-20 wasnulsalaidedesvezaaingldtionnindosay 16 dnsAnvwuin nalnfivinly
Aadulsalndesuinanmsdnuiliian apoptosis dell Taufun1sindn apoptotic cells Aumaiuas
\Ann1s32lmaves pro-inflammatory substances sanuenwaa TunszduliAnnissniauegssioides
uenniigamunalndy 9 fAfldaudeates Hud mswukoufiau wu ETB, NAPU avaudsegluiiols
mafniafinluuTion interstitium Saruiiaunfvesduiirnuaueesmdiuud wu Su CFH, CFHRS vily

fimsnseiuszuununduiagsaiilos wazgUlenlianuiaunivedlnagidy

Isalodniauaia (lupus nephritis)

Systemic lupus erythematosus (SLE) L‘?;JuisﬂﬁLﬁmmnuﬁﬁmwmﬁw%ﬁammm Aan1senLaud
¥tz 1 vessrneTuuuBsunduLarEass feray 20 vaiile SLE formsuansedlsaiauany
18 97 wuluwemdannninwawe dulvgnuludneauinnd 10 ¥ gufinisaivedsa SLE Tudn
W 0.3-2 siovssrnainuaunusiel Jufudoni Tnewuteslurmiedeuazauiing Tsn SLE Tuidn
indladnausmiufiensyuusdusionzdu o gifedosay 50-82"

Lupus nephritis (LN) wulssesay 50-70 soudnlsn SLE dhwussuasyezusnveslsaiioy

v
[

Fadeusatdetuniely 1-2 Yusnvadlsa® danudsssanisiinlannesesas 7-23 wWednnuluiduian

@

U uazdidnsmegulu 19 winlledeuiunniedeiu'

(G,

I
anvedlsa SLE uag LN giliuudn Tnaiinanladenateegnesiniu™' laun

1. Jademenugnssa wuiniBunanedinfiunuimdenisiinlse dnvauziluuuunylady

aaa ]

Tnefifunaneguniufisensiuiuluauauiediu venani nuhdianuuwsndrsiuluusazion s

2. Uadearudawinaauninialutazniguansienie Jaduntelu wu sesluuealasiau
uazlUsuandiu UJadenisusn WU n13AAD Epstein-Barr virus, cytomegalovirus, parvovirus B19

wasdansihilelan wafivludwnnden awnsanseduliiinlsald

3. AUAAUNATRINAANNY TagnumnuRaUARYISlL innate way adaptive immunity lag

Y 9

'
(% 3

WNetpsiugiiduiunuuiiagaduazuuuiiawauived inliAaauunnsadunismdawadne wagi
nsasLauAvefnedIuUsEnouluwaaueIMULDY WU anti-double stranded deoxyribonucleic acid

(anti-dsDNA) 1iadu immune-complex M9LUU in situ tag circulating trapping WonaINil ﬁmiﬂizﬁu
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ADUNAIUATZUU classical pathway \Uudulng) Fsnuszauasundiuug C3 waz C4 aluszaslsnguns

W3IBS faanslugui 1

ﬁmmunws’mlnmsﬁﬁ'ﬂ LIRRANE ﬁﬂﬁ"ﬁuauﬁmu

Anandsznavluiaad 1w Aafus anang

l

Antigen presenting cells #T29WULAUALANINN

v o

gaudsznavluiag Lta:ns:@j'm:uugﬁqu %

BAFF sgaasuliAians
v A
ﬂszqmmzmstﬂawuﬂm

284 B cell
B cell #319uauduad vinlw T cell pNNTEAU NETs
G 9
Wil immune complex RUFUOLOUALIUAD
L 4 JTUUNTAUNY
G 9
! \ Macrophage
NILAWIUY dnmnas NIz
a 6
ADUNRNLN UG Chemokines \

dmvad cytokines, chemokines, growth factors

A’ ° v a ar =) 6
Immune complex lWazanluiitala inliAanmssnigunazimsanevasioas

BAFF, B cell activating factor; NETs, neutrophil extracellular traps

JUN 1 wananesiniinvesnisiinlsnlndniaugla
(Spuisedlag 5A. UN.53¥8Y AVITIAY TIUTINTBYAINLENEANTONBMWN 15)

weganmvasladniaugls

Insniauglaiarusuussdaudidntiosluauieguuseann wdddidu 6 Yssavmunusivos
International Society of Nephrology/Renal Pathology Society (ISN/RPS) classification ﬁ\‘i‘ﬁ class I:
minimal mesangial lupus nephritis, class Il: mesangial proliferative lupus nephritis, class Ill: focal
lupus nephritis, class IV: diffuse lupus nephritis, class V: membranous lupus nephritis ag class VI:

advanced sclerosing lupus nephritis
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2ININARFUN
fuaednlsalasniavgdationnisuandldfoudlsifionnisuinsamuanuiindniainnisnsa
Haany viequussawin RPGN lusefiflornissuuss s flaanazeentiey daannzuuidon
flususalutlaaneduiusinatiosluieann (nephrotic range proteinuria) finnuanuiuFengdlavsey
wenanaInsuansnsle ludndndnaznueinisld dusasihulalaves dululegudnnuaizlisie

WELAR W1rinan waziiinidonvsilaves

nauin1sIdagelsa SLE 989 European League Against Rheumatism a2 American College
of Rheumatology (EULAR/ACR) Usgnausig N15nsIanuan antinuclear antibody (ANA) 881s1a8 1:80
SufumsbiimdnaziuumuaNuiaUnAreweINITNIAGEN 7 s3UU TINAUNISATIaN1BuLWIng dn

3 5vuu lngdoadinauein1andiinedatios 1 S¥UU waslATIULTINVDINTZUULINNTIYTOWINTU 10 Az

N13M3ANNHRIURUANS

(%

Tufhewnniadenioitadulsaladniaugla arsdwmsaamiaiesujuminig fsil

n13959atd8192 WU dysmorphic RBC %38 RBC cast waz/use WBC cast I laeiiladfing

AneniAuliaaniy nmsnsramsuaunsialiaanay (urine dipstick) dhnulusausauaaey

nsasranIvsunaldsiuluddanie n1sesratiaanisiifiuasuneinoud masiuuauLiie

ISP 1

ANUIBUAT spot protein to creatinine ratio (UPCR) awuandla1annndn 0.5 un./un. seaniutlaanas

v
a1

24 Flus udmudvsinalusiuinnnds 500 un./u svindilndnaugUasiume

n139599n157euvadts Tuseidfladnauguuss sinassanuiersueiiiiugetu wansliiiui

AMsvinuveslnanal

N11505293 CBC 213nun1zdn Wiadanaundsiuiuslagianizdulnled uenaindl anany
Wnanldansle nsaindinsonaunselsamisudnnu erythrocyte sedimentation rate (ESR) %138 c-reactive

protein (CRP) 4

mim’aﬁmwaughawﬂ'\ 1AuA ANA, anti-dsDNA, complement C3 tag C4, antiphospho-

lipid antibodies, anticardiolipin antibody, anti-B2-glycoprotein 1 antibody & lupus anticoagulant
N13618ANFIENTI8N Quuiahile iilugendenulen wasnsivindivensniausiumeniokl

N13059aNeTaNNNI9b fuszlevidislunmsidedt Ussifiuanuguusswesnmssniauuwasnis

AALUUIEDSY IDIUNUATSNEIaz NeINTallsn ANLWINIgYeY Kidney Disease: Improving Global
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17 1 [

Outcomes (KDIGO) wugilvinsranenSanmawials Wellveus aell 1. avranulusiululaanis
24 Flusgaus 500 un. 2. Innglademedeundulaslifiavaiuude 3. Ianigladnavegiamen

21U ANA 11nn31 1:80 Teelununaeidulunisitadslsa SLE

N133NWN
TuU w.a. 2567 KDIGO Iiauanuavnenssnw LN lnsuugihvinnslienagfiduiuludnuiion
fuglve) wimsinsanbimanzauiude wu nsusuawner mswsyduls ansdesionsidumsiu

7ud9e15UnIkaL IRt
LUINWNNTSNY USENaume

ﬂ’]’iQLLa%ﬂﬁ’]ﬁbﬂﬂ 1A nmsndnidsauaunnsauiunisldomiduunn senfidnig auau
i Tutiludenuazemusudenliund eanaudssionsindymiuiilauasnaenden Tu
sefilusiulutiaans msvanideemsiiludougs saufunstieings renin-angiotensin-aldosterone
system blockade uay SGLT2 inhibitors s¥isnsanideuarlnsaduiianyay maw’hiﬁqf%"amiz@ﬂ
TnensemuinanszgnuarVuaaduuariniufiaiy venanilufthsfosumsuusnidesnsuiide

Y

fUaelsa SLE yn318A3sivien hydroxychloroquine flsifivevinu

v~

N3 ienaQiANAY fuumig fadl

Class /Il lupus nephritis Tunsaifinulusivlutlaanizusunalliiznn (low grade proteinuria)

Y oo A

Wag/138 microscopic hematuria aglvignnagiiduiuiiodionnislueisizssuudu 9 Taume 61ie1n1s
wlnsAnuIeil nephrotic range proteinuria MI5ANNNE lupus podocytopathy 1AEATIANTENIN
& P P o ca . v o a a ..

\Welasendeagarimididnaseunu diffuse podocyte effacement Tin1ssnwwuuilnsfinadn minimal

¥ 6 a 12
change lngnsliennesilagiieson

Class I/IV lupus nephritis Aiuselald class V $2ude szazusn (initial therapy) A5l#

1Y)

n13¥nwigenesilaaligsesnsiuivenagiiquiusindusiudlgegrslnegranils deioludl

1. Mycophenolic acid analogs (MPAAs) %38 2. Cyclophosphamide (CY) A Mavaendend vie

¥ o

3. Belimumab wag MPAAs %138 CY %130 4. MPAA Wag calcineurin inhibitor (CNI) §nnnsvieuvedia
LdiEousnn wu dnsnnsnsesvedlnawe §aaunndn 45 4a./191/1.73 #5.31 ¥d991n1UAIT maintenance
ARIY MPAA S1ANaT19LABIINYY MPAA #39R3ATTA AISIY azathioprine SIuAUARY 9 anvWIAY)

6 A = 6
ADSALAALRE SRR
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Class V Tunsalnulusaululaanizusunaliunn aaslven RAAS blockade aufiumiuAy
AUFUADA 13l nephrotic range proteinuria AslvigAiilAaLigTosATINTUEINANIF AU ILME

W MPAA, CY, CNI, rituximab, azathioprine

ASNEINsllsA

ﬂ’l‘ﬁm‘f}ﬂ‘iﬂlmﬁﬂLauqf]aﬁmmzﬁué”ﬂLLGi'ﬁ%EJ%LLiﬂ‘UENI‘iﬂ wuiinswennsellsaiin Snsn1ssen
FAmunnndesaz 90 lusvezianuuiy 10 U uadnsfnwnuindifiesdosas 40-60 Aiflornismalaasy
(complete remission)” Fafuanualifiin CKD muan Taganandeanain CKD wdanidadoun

1,5 uay 10 U wudeway 11, 23 way 36 audsiu'® Jasedeedivhliin ckD léun a1 estimated GFR

v '
= 1 A

mndunAidleusnitady (Anudesgely DA@suasienduuinndl 1.5 un/Aa.) ANUAUEDAEINS
AansusNItadenasseninedny nsnsaananendaninieladu class I waz IV LN sgninanisinm
AsAnudUgagsaiate wmsziinsfinvinuindesay 33 vewUle class Il wie IV zilonmidle

misunasliensnwrransnnal 3.5 U uenani mshsslinmzunsndeuniindueieizou o Ndnase

RPN Uedlsn WU syuumilauasaoniien

Antineutrophil cytoplasmic antibody-associated vasculitis (AAV)

Jungulsafiiinisdniavvemimasnfenuaziiaiadnades fnnuluvasmdenuuinidnds
YuAnane Lavduiusiunisasianuneuivendediulslananduveadinadenvidlinsia laun
proteinase 3 (PR3) uay myeloperoxidase (MPOY* AW wfiaugugfianusouvadu 3 nqu laun
granulomatosis with polyangiitis (GPA) Fafudor Wegener’s granulomatosis, microscopic poly-

angiitis (MPA) tag eosinophilic granulomatosis with polyangiitis (EPGA) Fadudo Churg-Strauss

syndrome

N15M53aNU ANCA 18735 immunofluorescence anuindisesuasiulelanaidu 3enin cyto-
plasmic ANCA (c-ANCA) fndisasiassoutiaadea 58031 perinuclear ANCA (p-ANCA) 010152260875
enzyme-linked immunosorbent assay (ELISA) c-ANCA Junoudvedne proteinase 3 F315un PR3-

ANCA @11 p-ANCA daulugiluneuivedne myeloperoxidase 1380 MPO-ANCA

#1196

Hadeiduanve™ laun
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- WUFNTIN danuduiusiuueusiaundiinigse ANCA winndtdnyueneadin lag
PR3-ANCA 3z duiusiu HLA-DP uagduiiniuay alpha-antitrypsin wae proteinase 3 Tuvaue# anti-MPO-
ANCA 9zduiusiu HLA-DQ

o

- aukaUnAveeiANNUeYila adaptive uag innate immunity lneidgidesiv
B cells wag T-CD8+ memory cells ¥1idn15a319 ANCA waznseauililngila wenani wuissuy

ARUNALLUAYTNR alternative Inglanig anaphylatoxin C5a wag C5a dunumlunisiinlsale

- msnsgguandadefawindon Wy §8n1 asazaredumid (organic) WinAdAssie

N194AA EGPA
- MsAAWe Staphylococcus aureus, human immunodeficiency virus, COVID-19

- ¥IUNNTUA WU penicillamine, propylthiouracil, dapsone LaglAlAL NSATIINULDURUDA

3510 MPO waz PR3 TuaulfgaiuasAnis drug-induced vasculitis

21N15N19AdLN

fthesindlennsin wu I dntnan Weens tindeuasilenmsmuszuusing 1 viliiteds
111 91n19M19nATinve GPA LAy MPA Stursdailndissiu un ernsmsssuumaduemns (aduld
sewauarinties) eamsmeinduazidey (walutnuaziiofoizine gaidensen palpable
ourpura, livedo, subcutaneous nodules) suundmiiiowazde (Waandnunie vindeuazdosniay)
n1s3fiadeunenlsa MPO 210 GPA laglinudnuae granulomatous Wagn1305IINBUYLINETANY

MPO-ANCA

GPA dnnuensnessuumeladiuuuazaiuais (Sevag 80) lan saddle nose, otitis media,
laryngo-tracheo-bronchial stenosis, subsglottic stenosis, pulmonary hemorrhage, neaunsalnsly
Weven Yaadniau ennmsmndlanudesay 75.4 o1n1snisladiguusanuidu RPGN Tnanedanimilels

nutdu pauci-immune crescentic glomerulonephritis mamwma@uguiwmﬂﬂwu PR3-ANCA

MPA wueimsnialausy (Sewar 75-90) dnundeeinisuin anudubengs JaaizUuition
wardlushu Tusefisuusande RPGN nismsranedanmilelanuu segmental pauci-immune
necrotizing crescentic glomerulonephritis 81n1sn1aszuumeladiuanany louden dadeds
Fonvenlulen way hemosiderosis widulvgliguusauaznuliives o1anueInsssuvdy 9 1wy

episcleritis, conjunctivitis, peripheral neuropathy
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EGPA finusagenisiia ledasniau Jandniau falleluayn (nasal polyps) wazdlagluilagsly
\d0m 813NV cardiomyopathy, purpura, urticaria, neuropathy n1sasIanesan e lanudledluila

11 granuloma 58U 9 necrotizing vasculitis §nasany MPO-ANCA Tuitheinnutiesninfesay 25

n15a52aNRUUANS
N157M529 CBC 81aNUNMETALUU normochromic normocytic S1uiudinldanunuagindaiien

o1ainau Tu EPGA nuidinidonvuiindledluilageu A1 ESR wag CRP g9ty

n13n929td8a192 wu dysmorphic RBC %38 RBC cast wulusaulullaany Usunaduiuaiu

JULsIYRdlIA

n13n59an15vineuvadts luneiflladniausuusainasianuiasueiidugedy wansliiiui

AMs¥uYedlnanad

N15A5IINBULUINGT AI5eamTITN PR3-ANCA Uaw MPO-ANCA 33 ELISA Tuidinmudnd
Anuhidesay 93 warAmnudInnizsesar 90 PR3-ANCA dnwulu GPA waz MPO-ANCA sinwulu MPA way

EPGA T GPA 819m579NU ANA lR5esay 20-36

N1TANTIAINN5IEIURY WU AMSIENTIBN N15ATIT computed tomography kay magnetic

resonance aUsziiuANTULTRITRelsAlUaTEIEMNg 9

N33
33N AAV ludn suAuuzitves KDIGO U w.a. 25677 wuuiu 2 sz fi sgee induction
WAz maintenance lAETHNTNIINGINTUAAINNATTNLALAIINTULTIVOITOELIATINGTY Fanansly

ad
BbAULNN 1

N35n¥IsSEe induction AMSINTSNEIMIBEIARSALARLATREASINAY rituximab %3e cyclo-
phosphamide Tus1efiilenn133uussaslst methylprednisolone wua 30 1n./An. (WuAgsan 1 3w
mavieondens Tuazada uw 3 3u wazresamsadlelavuunn 1 un/nn/Au samfunsts rituximab
UIA 375 Un/AUTRIMY 1 A3a/dUa Wl 4 §Uanet vive vum 1 nda/dUny et 2 dUaik e
14 cyclophosphamide au1n 15 1n./nn. NsnRasaLana TnelidUn il 0, 2, 4, 7, 10, 13 WieSuUsenu
Tuaun 2 un/nn/du Ui 3-6 LHeu MNe1n15uealsa 58rIen15snwlutae induction maslien
trimethoprim-sulfamethoxazole guraen Wunauu 6 Weu edestunisiiavenadniauain

pneumocystis
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diholdsunsifedmdu Avw

|

1l Lﬁ%ﬂ’n&l?uuid‘ﬂﬂdiiﬂ

l

L3USNB13=82 induction

/\

lifiseslsaluaivazdary fveulinluainzidmuaziuns
adsunIuaiiiin > 3.4 un/aa.
L
Rituximab + Cyclophosphamide + Rituximab + Cyclophosphamide
(rosdlasifivsond (RasalasAnTane %458 Cyclophosphamide +
738 avacopan) %38 avacopan) (Rasalaaifiasasd e avacopan)
l NMIMITNBG28 plasma exchange
/

A o o '
walsaasu lwmssnmnde

14479 maintenance

v

18zl azathioprine uazdag <

% rituximab g . 3 .
NAVUINA ﬂi(ﬂIﬂﬁWl HPRHL

\ —

‘ﬁﬁ]'lim’mElqﬂtl’lﬁ"la@m%‘aﬁﬂqﬂf_l'lLLEﬁIiﬂﬁdU

WHUANT 1 UAAUUININITINY antineutrophil cytoplasmic antibody-associated vasculitis

(Syuisedlag se. Un.5Tude AYATIAY TIUTINTELAINLBNANTONNBM 22)

1518 rituximab Tunisinw PR3-AAV wudwildlsaasunazannisnduilugiléfninnsld
cyclophosphamide Tagil odd ratio fivian 6 Wouwinfu 3.57 Wi (95% confidence interval: 1.43-8.93)
uazdingn 12 ey winfu 4.32 wh (95% Ci: 1.53-12.15) danilungu MPO-AW liwuaauansiai sl
AuzA1989 KDIGO T w.a. 2567 Asidentd rituximab Tugthewinuas osu glugiifinnuinadoadumiy

9018 Iisun1sitiadedu PR3-AW lsandudugh visesosmsaanadnafissanneineshlaaifesoss

e

HANN33NEBIAIBNITITYT cyclophosphamide Tngigsulsemunselinamaonidonn) wuinlidl
AnkAnAaY wUSinaE T eannsiimaraenidenditesniinsTulseniy auduugi
Y93 KDIGO T w.a. 2567 msidenldl cyclophosphamide Tnedslimanasaidendt Tugthedidiuuna
61 cyclophosphamide azauvuingsiiunats fdwuidiadonviim wiefitheidanudedunis

SUUTEMULNFL LD
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81nqu C5a receptor antagonist 1w avacopan WugmudentugUleiifinadiafesaine
ARSAlAALAEToYA WU LMW ANdsRiaeg HUgnmnedn vselnnenszanniy uisAedge

wardaldinan1s@nussezen

mMssnwsensasugienatau (plasma exchange) Miﬁﬂu@’ﬂaaﬁﬁ@h%%’m%l,t@ﬁﬁumﬂmh
3.4 un/ea. flreideslafunsinumaunule uasitieiifinnzidonsenluten (diffuse alveolar
hemorrhage) Saifuiinzeendiauluidenm dfthedoinsmalasuuss mmhmswasumenaian
$1uu 7 aa Tunaliiu 14 Fu FHevinasayiiu 60 ua/nn. fiinnzidensenlulen msdsure
wanauedayiiuvide fresh frozen plasma Wy suninazlifidenseniiin dmu AW $3ufy anti-
glomerular basement membrane (GBM) antibodies mnﬂ%udwwmamnﬂi’u U 14 TunTeaun

8M5I9LUNU anti-GBM antibodies

N135N®1994 maintenance A5 rituximab %39 azathioprine saNAVYIABSALlAALAYTOEATUA
f1 aufuuzives KDIGO T .. 2567 asld rituximab Tugthe PR3-AAV faeeny Msaiifu vie
WWe" azathioprine szaza1luN1TIAWITIE maintenance MITUIUBENNUDY 18 1HoUDe 4 U AUz
e mdmgaeorawunsmiFuvesald adeidesdenisiiGuredsa Téud nmsidadeidu GPa,
PR3-ANCA  subgroup, #¥unsuadifiugs Iseslsavaieuvaiousiin v Askazayn weluseTanisy

FaAIm5INU ANCA %849 induction ASU %588N1SHNNTUVDITEAU ANCA?

lunsalgUely azathioprine wariinatnaAesa1ngn 81330l mycophenolate mofetil

38 methotrexate wnu wilimsld methotrexate Tugtheninisiauveslatdosnin 60 wa./unil/

v '
aa

NUNRINIE 1.73 M5.4.

n1snensailsa

naulsn AV Tudnannsasnubilsaasuld wanuidnisiidugatiedesas 41-75 seelsadind
ANTUUTIUaEadlN5NYIYI3 maintenance Tuundnglvg? Sasmglugtaeiiing wuiesas 5-10
Tufthe EGPA Snsnneganiingudu wufesay 15-18 iesnnwunmenduidesilafiaund (cardio-

(%

myopathy) laves® fnsfnuilugUaewdn AAV figws1 renal survival 71 1 U Sesaz 70 uazh 10 U
Sewaz 60 fUisusnIdadenionisnialaguusellianuideaaiifialanemess dnishauvesle
Hounin3esay 50 Ua./AUT/NUNRINIY 1.73 AT.4. WOANMIUNITINEIUIUL 5 U HA1ULEIRDNITAIEUI0

amglaneszezgaiinesosas 50
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