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NEPIAHWH

O1 ayyelimdeg nou ouoxetiCovral pe Ta ANCA autoavTiowuara
(AXA) eival CUOTNPATIKEG VEKPWTIKEG AYYENTIOEG KATA NPOTIUN-
on TwV PIKPWYV ayyeiwv kal nepiAapBdavouy TNV KOKKIwPATWOonN
Wegener, Tnv ayyelimida Churg-Strauss kar TNV hIKPOOKOMIKA
noAuayyelimda. O1 ALA ouvodeUovtal and cANCA €vavTi npwrel-
vdong-3 (PR3) 1 pANCA évavti pugho-unepoéeiddong (MPO) nou
€X0oUV MOAU peydAn e101k&TNTA yia TIC ayyelTIOeC auTéG. E&aitiag
NG TOGIKOTNTAG TNG Oepaneiag mou anaITeTal yia Ti¢ AXA, n d1-
dyvwon Toug Ba npénel va Tekpnplwvetal Pe Blroyia ndoxovrog
1oToU 1 opydvou. QoTtéoo, dtav dev eival OUVATA N dIEVEPYEIQ
Bioyiag, n didyvwon Twv AXA pynopei va yivel pe oxetikn BePai-
OTNTa EPOOOV dIANIOTWVOVTAI EUUEOOI DEIKTEG KOKKIWUATWOOUG
(PAEYPOVAG OTO AvVANVEUOTIKO KAl TO NPOOWNO KAl avixveUovTal
cANCA 1 pANCA OeTikd yia Tnv PR3 11 Tnv MPO.
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“Opoi eupernpiou: ayyeiimida, ANCA, ayyeiiridoa Churg-Strauss, Kok-
kiwudrwon Wegener, pikpookoniki noAuayyeiitida

O1 ayyelimdeg nou ouoxeri¢ovral ye ANCA autoavtiowpaTa
(AXZA) eival OUOTNPATIKEG VEKPWTIKEG aYYENTIOEG MOU NPOoBAA-
Aouv kaTd npoTignon Ta Pikpd ayyeia. O épo¢ cuoTNUATIKA
onpaivel 611 pnopei va npoofBdAlouv d0Uo 1 neplocdTepa Gpyava
A 1010UG. O1 AZA nepihapBdvouv Tnv kokkiwpdTwon Wegener
(WG), tnv ayyelimda Churg-Strauss (CS) kar Tn PJIKPOOKOMIKNA
noAuayyelimoa (MPA) kai éxouv Tpia koivd yvwpiopaTa:

(a) xapakTNPIOTIKEG KAIVIKEG EKONAWOEIG NOU UNOONAWVOUV

ayyelmoa

(B) avriowpara €vavrti Tou KUTTAPONAGOPATOG TWY OUDETE-

popidwv (ANCA), kai
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MINAKAZX 1. KATAXITAZXZEIZ NMOY NPEMEI NA
ATIOKAEIZOOYN TIA TH AIATNQXIH THX
IAIONMAGOYX XLYITHMATIKHZ AITENTIAAZ

Nolpwéeig

- Leptospira, Rikketsia, M.tuberculosis,

« HBVY, HCV, HIV

+ Baktnpiakr evOokapdiTIda [ ePPOAES

NeonAacia

« un Baktnpiakrl evdokapdimda pe eUBOAEG

- veonhaopaTtiki ayyelmda (n.x. Aeuxaiio
TPIXWTWY KUTTAPWY)

ddppaka- To&ikég Ouoieg

- aMonoupivoin, nponuABioupakiin,
udpaAadivn

* KOKQTVN

Kataotdoeig nou pipodvral ayyelimda
* KATAOTPOPIKS AvTIPWOPOAINIdIKG oUVOPONO
- OpopPonevia
-91dxuTn evdayyelakn Mri&n
-OpopPwTtikh BpopPonevikh Nnopplpa
+ gMPBoAR and kpuoTaAoug xoAnoTeEPOANG
+ pU&wpa apioTepoy kGANou
- aoPeoTiopuiagia (calciphylaxis)

(y) anouoia avoooevanoBéoewv oTig BAGPEG
(ue avooopBopioud oe Biogia)'.

O1 XapaKTNPIOTIKEG EKONAWOEIG TNG AYYEITIOAG
nepihapBdvouv:

+ MoAanAi povoveupimida (Pe veupopuaolo-

AoyIKEG e€eTAOEIG)

- AlaAeinouoca xwAdTnTa (10TOPIKO)

- Kolhidyxn (10Topiko)

« Mveupovo-vePpITIdikd olvdpopo (dIdxuTn
NVEUMOVIKA alpoppayia - Taxéwe eEeANl000-
MEVN oneIipapaTovePppiTida)

- AgppaTikéc ekdnAwoels (Ydyypaiva, enwduva
odid1a, €AKN, METEXEIEQ)

H vekpwTikA pAeypovA Twv pIKpWY ayyeiwv
ouxvd NPOKAAEl TUNIKEG EKONAWOEIG KAl EuprApaTa
and duo 6pyava, Tn dIAXUTN algoppayia and Toug
NVEUPOVEG, KAl TNV TaxéwG e&eAlooduevn onel-
papatovePpiTida and Toug veppous. QoTdoo,

214

MIATNOZH TON AITENTIAON NOY IYIXETIZONTAI ME ANCA AYTOANTIZAMATA

napd 1o OTI UNAPXOUV XAPAKTNPIOTIKEG EKON-
MOOEIG ayyeliTIdag, AMeg véool nou npokalouv
NAPOMOIEG EKONAWOEIG MPENEI VA anokAeloBouv
npiv Tnv didyvwon Tng 1d1onabou¢ ouoTNPATIKAG
ayyelmoag (Mivakag 1).

Ta autoavTiowpata ANCA avixveUovTal e Eu-
peoo avooo@Oopiopd (IFA) kal pe avoooev(UUIKA
MEBO0DOO (ELISA). 21OV éupeco avooo®Bopiopd
undpxouv 3 TUNOI XPWONG, O KUTTAPONAACHA-
TIKOG (CANCA), o nepinupnvikds (pPANCA) kal
o dtunoc¢ (aANCA), kabévacg and Toug onoioug
ouvnBw¢ avayvwpider 181aiTEpo auToavTiyévo
pe Tnv ELISA. Ta cANCA avayvwpifouv ouvibwe
npwreivdon-3 (PR3), evw Ta pANCA pnopei va
avayvwpidouv didgopa autoavtiyova, 6nwg n
Muglo-unepoeiddon (myeloperoxidase, MPO), n
AucolUun, n kaBeyivn, k.a. aMA pévo autd Evavrl
™¢ MPO cuoxetiCovtarl pe Ti¢ AXA. Ta aANCA
Me O1dxuTO KUTTapOonAaouaTiké avooopBopiopd
xwpi¢ enitaon peta&y Twv Aofiwv Tou nupriva
ouoXxeTiCovTal PE TNV NpwTEivn TNV au&dvou-
0a TNV BakTnPIokTOvVo dpdon/dianepatdTnTa
(bactericidal/permeability-increasing protein)
Kal anavrouv Kupiwg o€ XpOvieG AoIpWEEIG. Tia
10 AOyo auTd n avixveuon Twv ANCA Ba npénel
va yiveral kal ue Toug duo Tpénoug, IFA kar ELISA
yia PR3 kar MPO. Ta cANCA gvavti Tng PR3 kai Ta
PANCA gvavti Tn¢ MPO €xouv uPnAn €191kéTNTa
yia AXA, aMd ondvia pnopei va avixveubouv kal
oe unoé&gia Paktnplakn evdookapdiTida, Guua-
Tiwon, nnatimda C, pAeypgovwdelg véooug Tou
EVTEPOU, ouoTnUaTIkA okAripuvon, gdpuaka
K.G.>. “ETol, 6nw¢ yia K&0g diayvwoTikd TEGT,
Ta ANCA npénel va yivovral o€ NEPINTWOEIG PE
uPnAni npo-teoT MBavéTnTa yia AZA.

Av kal pynopel va BewpnOei 611 o1 AXA anore-
AoUv pia véoo, woTOo0 PéEXPI GTOU NEPIOOOTEPT
aItionaoyeveTikG 0edOopEvVa EMITPEYOUV TNV
oploTIKA Toug Ta&ivépnaon, ol AXA Ba npénel va
dlakpivovTal yia enidnuiohoyikolg Adyous wg
EEXWPIOTEG VOOOI.

H d1dyvwon Twv AXA npénel va e&eTddeTal o
kdBe aoBevrl UnonTo yia ayyelmoa. Na tn didyvw-
ON TOUG XpnoigonoloUvTal Ta KPItipia Tagivoun-
ongTou ApepikavikoU KoAheyiou Peupatoloyiag



MINAKAX 2. EMMEXZOI AEIKTEX KOKKIQ:-
MATQAOYZ AITEIITIAAZ

Katdtepo avanveuoTiké

+ AkTivohoyiké (og anii akTivoypagia i CT) edpnpa
6Cou 1 koIAGTNTaG 11 oTaBepoy dinBripaTog (eni >
1 priva) oTtoug NveUpoVeG.

+ Xrévwon Tpaxefac i Bpdyxou (aneikovioTikd pe CT,
MRI, i AeIToupyikd pe kapnUuAn porig-éykou)

AVWTEPO AVANVEUCTIKG

+ €Akn pivikoU BAevvoydvou 1 aigatnpEg PIVIKEG
EKKPIOEIG

+ xpovia 1ypopimda, n apyeotepdnieupn péon
wTimda

+ unoyAwTIOIKA OTEVWON TPaxeiag (aneIKOVIOTIKA e
CT, MRI 11 Aeitoupyikd pe kapnuAn pong-6ykou)

+ napapdépPwon PUTNG TUnou o€hag (EPINMIOEIdNG
napapépewon)

Mpéowno
+ onioBoBoABIkA PAeypovddng pdla (He MRI)

(ACR)’ kail Tou Tuvedpiou OpogpuwviagTou Chapel
Hill”.

Ta xapakTnPIoTIKG 10TOAOYIKG EupApaATa TNG
KokkiwpdTwons Wegener (WG) eival vekpwTIKA
ayyelmda kal kKokkiwpa. Ennpdodeto xapakrnpl-
oTIKO TNG véoou eival n avixveuon pe IFA cCANCA
AUTOAVTIOWHATWY Nou avayvwpi(ouv TNV npw-
Teivdon-3 (PR3) pe ELISA. KAivikd, onolodrinote
6pyavo pnopei va npooAnBei, aAd nio ouxvd ol
EKONAWOEIG apopPOoUV TO avanveuoTiké oldoTnua
ka1l Toug veppoug. H ayyelimda Churg-Strauss
(CS) xapakTnpidetal 1IoToAoyIKA and VEKPWTIKNA
ayyenTida Kal KOKKIwpatwon gpAeypovr nhouoia
o€ NWoIvVOPIAa, og aoBevi pe yvwoTo Bpoyxikd
doBpa i alepyikn pivimida. 1o afpa pnopel
va undpxel nwotvo@iia (>10% 1 1,5x103/uL).
KAIvikd, o1 ekdnAwoelg npoépxovTal and Toug
NVEUPOVEG, TO NEPIPEPIKO VEUPIKO oUoTNpA, TO
O€PMAa Kal TOUG VEPPOUG. H pikpookonikhi noAu-
ayyelmda (MPA) xapaktnpieral and vekpwTIkn
ayyelTida hIkpwy ayyeiwy, xwpig Kokkiwpa, nio
ouxvd NPooAAiel TOUG vePpoUG, VW) XaPAKTN-

Al TAKKAX

ploTIKrA ekONAwOoN TNG eivar n dIAXUTN NVEUMOVIKA
algoppayia.

H CS pnopei va d1ayvwoOel e OXETIKA EUKOAIO
oUppwva pe Ta kpirripia tou ACR og dtopo pe
ouOoTNUATIKA ayyeliTida, aMepyikn npodidbeon
(GoBpa N alkepyikn piviTida) kar NePIPEPIKA
nwoivoPiAia.. e aoBeveic pe CS, To 38-70% €xouv
Oetikd ANCA T1a onofa eival ouvribws pANCA
kar onaviétepa cANCA. Me ELISA ta pANCA
avayvwpidouv Tn pueglo-unepoéeiddon (MPO)
evw Ta cCANCA pnopef va pn avayvwpiouv Tnv
PR3 oTouc aoBeveic autouc .

MNa tn didyvwon tng WG anaireitar Bioyia nd-
OXOVTOG 10TOU 11 Opydvou, WoTOOO0 PEPIKEG POPEG
auTn Ogv eivar O1a0€oiun. XTIC NEPINTWOEIG AUTEC
N NAPOoUCia EYPEOWY OEIKTWV KOKKIWUATWOOUG
ayyelimdag oto avanveuoTiké (Iivakag 2) pe
Oemikn avixveuon cANCA nou avayvwpi¢ouv Tnv
PR3 aué&dvel noAu Ti¢ diayvwoTiki mbavoéTnta
yla TNV kokkiwudTwon Wegener®,

2tnv MPA dnpioupyeiTal, apkeTEC POPEC, NPod-
BAnpa diapopikig didyvwong pe TNV odwodn no-
Auaptnpimida kar Tn WG. H diagopikr didyvwon
and Tnv odwdn noAuapTnpiTida eival oxeTikA
€UkoAN, kaBWG N TeAeuTaia Oev NPooPBdaAel pikpd
ayyeia kal enopévwe Oev NPOoKaAel oneipaparo-
VEQPITIOQ, 0UTE OIAXUTN alpoppayia, diNdrpara,
N 6{oug oTouG NVEUPOVEG Kal ennpoéobeTa, dev
éxel ANCA. MeydAn duokoAia napouoidderal
OPKETEC POPEG OTN diagopIkn diIdyvwon Tng MPA
ané tnv WG. Ta pANCA nou avayvwpi¢ouv Tnv
MPO aveupiokovtal o€ 60-85% Twv aoBevwy pe
MPA aAM\& ondvia pnopei kdnolog aoBevig va
efval BeTiké¢ kar yia Tnv PR3. Zdppwva pe éva
akyopiBuo, étav dev eival diabgoiun Bioyia npo-
oBeBAnpévou 10ToU, TOTE N Napoucia egpéowy
OEIKTWV KOKKIWHPATWOOoUG ayyelmdag (Mivakag 2)
padi pe Tnv napouoia cANCA 11 pANCA (e PR3
N MPO BeTikd) kateuBuvel npog Tn didyvwon
T™ng KW°.

H diagopikn didyvwon Twv AZA Ba npénel
va nepiAapBavel kar AAeG ayyenlTIOEG HIKPWY
ayyeiwv, 6nwg v 1Id1onabn pIkTr kpuoopaipival-
Mia, Tnv ayyelmda Henoch-Schoenlein, Tn véoo
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MINAKAZ 3. EYPHMATA EMMEZOY ANOXIO®OOPIZMOY XE TAXEQXL EZEAIZXZOMENH

ZMNEIPAMATONE®PITIAA

Xwpig
avoooevanoBEoeig
ayyelmdeg ANCA

1010nabri¢ pnvoedikAGMN YEA

KOKKIWOEIG
avoooevanoB€oeig
Kpuoopalpivaipia

YPAHIKEQ
avoooevanoBéoeig
oUvdpopo Goodpasture

Henoch-Schoenlein
peraoTpentokokkikri GMN
Baktnpiakn evdokapditida

GMN = oneipapatoveppitida

Adapavtiddn-Behcet, To ouvdpopo Goodpasture,
TO ouoTNUATIKG EpUONPATWON AUkO (XEA) aAAG
KOl KOTOOTAOEIG NOU PIJOUVTal ayyelTida Onwe
nunoé&eia PBakrnpiakn evdokapdiTIda. XTIG NEPI-
ATWOEIG AUTEG OUVABWG UNAPXOUV TUMIKEG KAIVIKEG
eKONAWOEIG KAl epyaoTnpiakd eupripaTa nou
odnyouv oTn owoTr didyvwon. ‘ETol, oTn pIKTA
KpuoOo@alpIvVaIpia avixvelovtal Kpuoopalpiveg
kar Aofpwén and nnarimda C (HCV) otov 0pd Tou
aoBevoug, otnv ayyelimda Henoch-Schoenlein
OUVUNAPXOUV NETEXEIEG OTO KATW APICU TOU
OWMPATOG KAl EvaNGOEoN aVOOOOUUNAEYUATWY PE
kupiapxn Tnv IgA o€ Biogia déppaTog i veppoy,
otn véoo AdapavTtiddn-Behcet ocuvundpxouv
€AKN OTOPATOG KAI YEVVNTIKWY OpYyAvwy. XTov XEA
pnopel va undpxel Tuniké eEdvOnpa netaloudac
OTO NPOOCWNO, AVTINUPENVIKA AVTIOWPATA, AvTI-
dsDNA A ka1 avTi-Sm auToavTIoWwPaTa oTov 0p0,
Kal TUNIKAG euprigaTa autodvoong alOAUTIKAG
avaipiag, Aeukoneviag kal Opopfonevia oto aipa
Twv aoBevwv. Ze nepinTwon o&giag oneipapaTo-
vVEPPITIOAG PE AYEC EEWVEPPIKEG EKDNAWOEIG KAl
eupnipara, n BioYia veppou pe avooopbopiopd
gfival noAU xprioiun yia tn d1agopikn didyvwon
(Mivakac 3).

YUupnepaopaTikd, Adyw TnG TO&IKATNTAG TNG
Oepaneiag nou anaiTeital yia 1ig AZA, n didyvw-
on Touc¢ Ba NpéEnel va TeKPNPIWVETAl e Blroyia.
ndoxovTog 10ToU 11 opydvou. QoTéoo, éTav dev
efival autrl d1a0€oipn, n napouocia eupéowy O€l-
KTWV KOKKIWPaTWOOoUG ayyelimdac (Mivakag 2)
pe napouoia BeTikwy yia PR3 cANCA 1l yia MPO
PANCA kdvel oxeddv BERain Tn didyvwon AXA,
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agou anokhelobouv ol kataotdoelg Tou Mivaka 1.

ABSTRACT
Diagnostis of ANCA-associated vasculitis
Lazaros I. Sakkas, MD, PhD, Editor

Rheumatology Department, Thessaly University
School of Medicine, Larisa 41 110, Greece

ANCA-associated vasculitides (AAV) are systemic
necrotizing vasculitides of small vessels that include
Wegener’s granulomatosis, Churg-Strauss angjiitis
and microscopic polyangiitis. AAV are associated
with cANCA that recognize proteinase-3 (PR3) or
PANCA that recognizes myeloperoxidase (MPO),
and these autoantibodies are highly specific for
AAV. Treatment of AAV is toxic and, therefore,
diagnosis should be established by biopsy.
However, when biopsy is not available, diagnosis
can be made with high degree of certainty when
surrogate markers of granulomatous vasculitis
of the respiratory tract are present along with
cANCA or pANCA against PR3(+) and MPO(+),
rspectively.

Hellenic Rheumatology 2007; 18(3):213-217

Key words: ANCA, Churg-Strauss, microscopic poly-
angiitis, vasculitis, Wegener’s granulomatosis.
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