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Ayyelitideg oxeti{opeveg

HE QUTOAVTICWHATA EVAVTI

TOU KUTTAPOTAAGHATOC TWV 0UdETEPOPIAWV
(ANCA) pe ve@pikn mpoafoAn

H avooomnevikn onelpapatovepitida amotehei tnv mAéov cuxvi artia emOe-
TIKNG OTIEIPAPATOVEPPITIOAC Kal purmopei va ekONAwOEi gite wg vooog meplopt-
OHEVN OTOV VEPPO, EITE WG HEPOG TNG CUCTNHATIKIG VEKPWTIKAG AYYELTISAg
TWV HIKpWV ayyeiwv. H ioctomaBo)oyikn €lkova TNG ayyEeLTISag QUTAG XOPAKTN-
pieTar and évdela avoooevamoBécewv aTov avosopBopIopod, o cuVEUACUS
ME VIS0EION VEKPWGN Kot SHLOUPYia UNVOEISWV OXNUATIGUWY KOTA T MEAETN
OTO OTTIKO HIKPOGKOTIO. H peydAn mAgloPn@ia Twv aoOeVWV e AVOOOTIEVIKN
OTIEIPAMATOVEPPITIOA, LE ) XWPIG CUGTNHATIKNA ayyEeliTida, Eouv avtiowpata
€VavTI TOU KUTTAPOMAAdopatoc Twv oudetepo@ilwv (ANCA) otnv Kukhogopia
TOUG KAl Y0 TOV AGYO aUTOV TO GUVOAO TWV CUYKEKPIUEVWY TTABRoEWV ovoud-
Covtai ANCA-oxeTi{opeveg ayyetitideg. H ANCA oneipapatovegpitiba cuyvad
ekSnAwveTal pe KMIVIKI EIKOVA TaxEiag EMSEivwong Tng VEQPIKAG AelToupyiag,
n omoia pmopei va cuvodevetal amd Ta €161KA KAIVIKA XapaKTNPIoTIKA TG
GUOTNHATIKNAG VEKPWTIKIAG AYYELTISAG TWV HIKPWV AYYEIWV, JE évav amd Toug
€€\ ¢ mMapakATw KAVIKOUG @avotumoug: MIKpooKomiKr moAvayyelitida, ou-
OTNHATIKI KOKKIWUATWON HE TTOAUAYYELTISA, NWOIVOPIAIKA KOKKIWHATWON
pe mohvayyetitida. O1 cuykekpipévol gatvotumol cucyeti{ovral e éva eupv
PACHA KAIVIKWV ayYeUTISIKWV EKONAWOEWV T000 Katd Tn Sidyvwaon Tng vo-
o0oU 600 Kal KATd Tn QUGIKN mopEeia autng. To KaBoploTIKO OTOIKEIO Yia TNV
avtipetwmion T ANCA omelpapatoveppitidag, £ite GUVUTTAPXEI CUCTNHUATIKNA
ayyetitida gite )1, ivarl n éykaipn didyvwaon tne. H KAk avayvwpion tTng
vOoou gival KpioIun yla Tnv dpeon évapén avoooKatacTaATIKG Bepaneiag,
n omoia oToxeVEL AP’ EVOG GTNV TaXEIA AMOUAKPUVON TwV Tafoyovwy avTi-
CWHATWV Kal ag’ ETEPOV 0TNV KATACTOAN TNG pAeypovwdoug Siadikaaiag.
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H avooomevikr ayyetitida xapaktnpifetal ano wvidoeidnr
VEKPWON KAl UNVOELSEIC OXNMUATIOMOUC OTO OTITIKO UIKPO-
OKOTTIO KAl £VOEL0 AVOO0EVATIODECEWY OTOV VOGO POopPI-
OMO Kal gival n TTAéOV GUXVN AlTia TNG UNVOEISIKNAC OTIEIPA-
patovepitidag, SnAadn tng omelpapatoveppitidag otnv
omoia 50% TOUAAXIOTOV TWV OTTEIPAPATWY KataAapBdavovtal
and pnvoeldeic oxnUaTiopols.” Mmopei va eppavioTEi gite
WG VOOOG TIEPIOPLIOPEVN OTOV VEPPO, EITE WG HEPOG TNG
KAWVIKN G EIKOVAG TNG CUCTNHATIKNG VEKPWTIKNAG AYYELTISAG
TWV MIKPpWV ayyeiwv.” H peydAn mieloPneia (85-90%) twv
aoBeVWV PE EVEPYO, UN OEpATTELPEV, AVOOOTIEVIKY AYYEL-
Tida xapaktnpifovtal amo TNV mapoucia oTnv KUKAo@opia
TOUG AUTOAVTICWHATWY €VAVTI TOU KUTTAPOTTAACUATOG TWV

oudetepo@ilwyv (anti-neutrophil cytoplasmic autoantibod-
ies, ANCA) kat yt' autév 1o Adyo ol ev A\oyw TTaboELG OVOUA-
Covtat ANCA-oxeTi{opeveg ayyelitideg (AXA).” Avaloya pe
NV €181koTNTA TwV ANCA aVTICWHATWYV 01 aoBeveig auTtoi
ep@aviCouv Sla@opeTIKA KAWVIKA cuvdpoua. Ot AZA, ue n
XWpPIC veppikr TPpooBoAr, umopei va ekSNAwBOo UV e Toug
€ENC KAIVIKOUG @aIvOTUTTIOUG: MIKPOOKOTIIKH TTOAUQYYEL-
1160, CUCTNUATIKN KOKKIWHATWON HE TToAvayyelitida Kal
NWOIVOPIAIKH KOKKIWUATWON UE TToAvayyelitida.’

H mapovoa avackonnon 6a €0TIACEL 0TNV KAVIKE
avayvwpton, otn Siayvwon Twv AXA e VEQPIKN TTPOGROAR
Kal 0TNV TpéXouoa BePATTEVTIKN AVTIUETWMION Toug. Emi
mAéov, Ba avaluBoulv OAeg ol TpooPaTeg e€eNielg OTO v
Noyw nedio, TepINAUBAVOUEVWVY TWV CUCKETICEWV HETAEY
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KAIVIKWV, 0POAOYIKWV KAl EPYACTNPLIAKWY TIOPAUETPWY, TIOU
€XOUV ONUAVTIKN TTPOYVWOTIKN a&ia Kal €X0UV CUVTENEDEL
oTNV KAAUTEPN KATAVONoN TWV VOO UATWY AUTWV.

2. EMIAHMIOAOTIIA

H ANCA omnelpapatoveppitida ivat n mAéov cuyvrj attia
EMOETIKNG OTTEIPAATOVEPPITIOAG ™ Kal gival CUXVOTEPN OE
HEYOAUTEPEG NALKIEG, UE TTOPOUOLA KATAVOUN UETASY TwV
SU0 PUAWV.*” O EMITOAACHOG TNG AVOOOTTEVIKAG NVOEISIKNAG
OTIEIPAPATOVEQPPITISAC, LE N XWPIC oLUOTNUATIKA ayyetitida,
€xel urtoloylotei oTig Hvwpéveg MNoMiteieg TNG APEPIKAG
(HMA) o116 3,1 MepIMTWOELG/EKATOU MU P10 TANBUCHOU/ETOC,
E TN oLUXVOTNTA VA €ival ONPAVTIKA peyalUtepn o€ Kaukdot-
0uG, o€ AvSPEeG KAl O€ AToPA NAIKIAG >65 £TWV, VW 95% Twv
mepmTwoewv givat ANCA-B€TIKOl KATA TN XPOVIKN OTIyHN
NG SlayvwoTikng Broyiag.®® Xtov Evpwmaikd mAnBuouo o
EMIMOANACMOG eival 1-2 mepimtwoelg/100.000 mMAnBuopuov’?
UE Tdon av&nong Katd Ta TEAeuTaia £TN KAl KUPIWG HETA TO
2000,? yeyovog To oTroio umopei va armoTteNei cuvéTela gite
TNG TTPAYHATIKAG avENoNng TNG ouXVOTNTAG TNG VOOOU &iTe
™G avénuévng evalcBNTOTOINONG TOU 1ATPIKOU KOGUOU,
KaOW¢ Kal TNG KAAUTEPNG IKAVOTNTAG AVAYyVWPELIONG TNG
VOOOU PETA TNV €l0aywyr 0TnV KAWVIKN TTpd&n pouTtivag tng
avixveuong twv ANCA. A@oU OUwG 0 EMITOAACHUOS TNG VOCOU
Mapapével oTabepdg and To 2000 Kat EMELTa, EVOEXOUEVWG
n avénuévn emaypuTvVNon TWV lOTPWV o€ cUVSUACUO UE
TNV evpeia xprion Tng Sokipaociag avixvevong twv ANCA va
amoteAei TNV mBavétepn aitia.’” EmimAéov, o emmoAacuog
TNG CUCTNUATIKNAG KOKKIWUATWONG e TToAuayyetitida gival
ONMAVTIKA HEYOAUTEPOG 0N BdpEela EupwTn, VW N HiIKpo-
OKOTIIKF TTOAUAYYELTIOA €ival O EMKPATEOTEPOG KAIVIKOG
@avotumiog tng AZA otn votia Evpwrn.’'’-"3

H emintwon tng AZA éxel urmohoylotei o€ 46-184 mepl-
TITWOEIG/EKATOPHUPLO TTANBUGHOU,’" hE TN ouxvoTNTA AUTH
va éxel au€nOsi katd Ti¢ TeEAevTaieg SUo Sekaetiec. H Baoikn
artia yia 1o ev Aoyw @aivopevo oxetifetal mbavotata pe
TO yeyovog Ot n emBiwon Twv acBevwv €xel BeATiwOEi
ONUAVTIKA Katd Tn SIAPKELA TNG CUYKEKPIUEVNC TTEPIOSOU,
a@ov ol Bepareieg eival TTEPIOOOTEPO ATTOTEAECUATIKES, EVW
oLlatpoi éxouv MAéov uPnASTEPO Babuod emaypunvnong oe
oxéon pe tn vooo. Ot yevetikoi mapdyovteg Stadpapatifouv
KABOOPIOTIKO PONO, OTIWC PaAiVETAL ATTO UENETEC TTOUL SEixvouv
otLol AZA gival oxetikd omravieg o€ pun Kavkdoloug minOu-
opoUC." Mia peNéTn o€ éva moAueOvikd Seiypa acBevwv
amnd To mavemoTtrpio TNG Bopeiag KapoAivag, oto Chapel
Hill, otig HMA, €6€1€e 6T N CUCTNUATIKN KOKKIWUATWON PE
moAvayyetitida gival omavia otoug Agpoapepikavoug.’
MapdAAnAq, ot iSlol epevvntég €detav 6Tt to HLA-DRB1#15
aA\RAlo armoTeAei mapdyovta KivéUvou yia TNV EUPAvIon

>. NIONAKH kat I.N. MMOAETHX

NG PR3-ANCA ayyelitidag otoug Appoapepikavoud.’ Eival
mOavo OTLundpyel TayKOoUia StIaKUAvon TNG KATAVOUNG
Tou HLA-DRB1*15 aA\nAiou, yeyovog To omoio emiong avta-
vakAdtal otn SlakOAvVoN TWV KAIVIKWY @AIVOTUTIWV TNG
VOOOU KATA UAKOG TWV S1aPOpWV YEWYPAPIKWY TIEPLOXWV.
Mia ANAN peAéTn, n omroia cuvékpive SUO MANBLGCUOUC aTTd
SlapopeTikd £€6vn, AeukoU¢ Kaukdoioug amoé to Hvwpévo
Baoilelo kat lanwveg, £€5€1€e OT1, mMapd To yeyovog wg o
EMIMOAACUOG NTAV YEVIKA TTAPOUOLOC, N CUCTNUATIKI KOK-
KIwUATwon pe moAvayyetitida kat n PR3-ANCA ayyetitida
€ival moAv 1o omdvieg otny lanwvia an’ 6,1t otnv Evpwnn.’’

3. IZTOMNAOONOrIIA ANCA-ZXETIZOMENHZ
AITEIITIAAZ

3.1. lotomaBoloyia veppitidag

H xapaktnplotikn 1otormaboloyikn BAABN tng ANCA
OTIElPAMATOVEPPITISAG, N omoia, OTTWG TTPOAVAPEPONKE,
XOPAKTNPI(ETAL WG AVOCOTIEVIKI) OTIEIPAMATOVEPPITIOQ, Eival
Ol UNVOEISEiC oXNUATIOUOI (€1K. 1) KAl N IVISOEISNC VEKPpWON,
TTOU TTAPATNPEOUVTAL HE TNV iSla cuxvoTnTa aveEdptnTa amod
N ouvunapén ayyetitidac.” H éktaon tTwv o&éwv BAaBwv
KUMAIVETAL ammd auTr TNE E0TIAKAC TUNMATIKAC IVISoeldoUg
VEKPWONG TTOL TIPOCRAANEL >10% TWV OTIEIPAMATWY PEXPL
N oofapn S1AXUTN VEKPWTIKH KAl LNVOEISIKY OTTEIPAOTO-
veppIiTda, n omoia prmopei va agopd £€wg Kal 6To cUVONO
TWV onelpapdtTwy’ (€1K. 2). To TOCOOTO TWV UNVOEISWV
oxnuatiopwyv dev dlapépel petay Twv acBevwv pe PR3-
ANCA kat MPO-ANCA ayyslitida.* Ta pAyuata otnv kapa
Tou Bowman gival cuxvd,’” evw n MEPIOTIEIPAPATIKY KOK-
KIwHaTwdNnG pAeypovn, n omoia pmopei va mapatnenOsi,
Sev ival 181Kn yla TNV v Adyw oTmelpapatoveppitida.’ H
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Ewkova 1. Ineipapa anéd aoBevry pe PR3-ANCA pnvoelSikr omelpapa-
TOVEPPITISA. ZNUAVTIKA WIS0EISNE VEKPpWON, N omoia mepIBANeTaL amd
unvoeldn oxnuatiopd (H&M, x400).
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Ekéva 2. Sneipapa and acBevry pe MPO-ANCA unvoelSIkr OTElpapia-
Toveppitida (Masson Tpixpwun Xpwon) Ye évav KaAd Slapop@wuévo
KUTTOPIKO HNVOEISH OXNHUATIONO KAl TUNHATIKE VEKPWON.

ANCA onelpapatove@pitida gival €€ 0pIoOU AVOCOTIEVIKN,
OpPIONOG O ormoiog TrepINapBAvel amd TNV RPN anmouacia
£€W¢ KAl TNV TTapoucia ENAXIOTWV avoooevanmoBécswy oTov
avooo@OopPIoUs (<2+, 0TNV KAidaka 0-4+).” & TOANOUG
aoBeveig mapatnpeital To alvopeVO va aveupiokovTal
BAABeg, eite oMEPANATIKEG €iTE CWANVAPIAKEG, Ol OTIOIEG
£€X0oUV TIPOKANBEL amod Tnv i81a VOO0 O€ TPOYEVEDSTEPO XPOVO
KOl TTOU EKSNAWVOVTAI E(TE WG IVOKUTTAPLKOI UNVOELSEIG oXN-
HaTIOMOI, €iTe WG €0Tieg S1dpeonG ivwong. Ot GUYKEKPLUEVES
BA&Bec pumopei va mapatnenBouv o BIOTTTIKA LAIKA WG
Stapopa otddla e€ENENC TNG oeiag PAEYUOVAC N O PACELC
AUonG auTtrg, a@ou N vOoOG CUXVA AKONOUBEL pia QUOIKA
mopeia pe evalhayr vpéoswv kat e€dpoewv. MeploTactakd,
n @Aeypovn umopei va evtomietal Kupiwg ota eubéa ayyeia
TOU VEQPOU, OTIOTE OTNV €V AOYW TTEPIMTWON EMIKPATEL N
lotormaBoloyikn elkéva TnG ofeiag Stdpeong veppitidag.’

3.2. lotomaBoloyia e€wvePplkwv eKSNAWCEWV

Ta 10TomaboAoyIKA XaPAKTNPIOTIKA TWV VEKPWTIKWV
AYYEUTISIKWV BAABWV TNG MIKPOOKOTIKAG TTOAVAYYELTISAC,
TNG CUOTNMATIKNG KOKKIWHATWONG HE TTOAUaYYELTISa Kal
TNG NWOLVOPIAIKAG KOKKIWHATWONG KE TToAvayyelitida dev
Slapépouv amd autd Twv BAAPWV Tou VEQPLKOU TTapeyXUHA-
T0C. MNa mapddelyua, n AEUKOKUTTAPOKAACTIKN ayYeliTida, n
omoia mpooBAN\el Ta eUOEa ayyEia TOL VEQPOU, TTPOCOOL-
Adlel pe TV avtiotoixn PAAPN ota SepUATIKA TPIXOELSH Kal
ota AePidia, n vekpwTIKA TPIXoEISiTIdA OTA OTEIPAATA
€ival avaloyn €Ke&ivng oTa TIVELUHOVIKA TPIXOEISH Kal N
VEKPWTIKA apTtnploAitida Kal n aptnpeitida oTIC apTtnpieg
€VTOG TOU VEPPIKOU TTAPEYXUMATOG ival loTOTTAOOAOYIKA

209

TAUTOONUN HE TN VEKPWTIKN apTnploAitida kal aptnpitida,
n omoia umopei va mapatnpnOei o omolovdrmote Ao 1I0TO
TOU CWHATOC, OTIWG N TIEPIVELPLKN APTNEITIOA, TTOU TIPOKAET
TIEPIPEPLKN VEUPOTIAOELQ, N aPTNPITIOA TOU YOO TPEVTEPIKOU
OWAVa, N omoia €xel WG ATTOTEAECHA €0TIOKN €§EAKWON
Kal algoppayia, KabBwg Kat n aptneitida Twv YPAUUWTWY
HUWV, TTOL TIPOKOAEL HUAAYIEG.! Z€ KABE TepiMTWoN, WOTOOoO,
0 OPIOHOC TNG AVOOOTIEVIKNAG aYYELTISag TpoUmoBETel TNV
évdela evanmoBéocewv otov avooo®Boplopd.’ Qg ek ToUTou,
o€ amouacia VEQPIKNAG TTPooBoAr¢, n Stdyvwon umopsei va
otoixeloBeTnBei amd 1otomaboloyikn e€€taon omolou-
ONTTOTE 10TOU €XEl EVEPYO VOOO. AuTd Sev onuaivel 6Tt n
AVOOOKATAOTAATIKY Bgparmeia Ba mpémel va kabuotepei
TIPOKEIUEVOU VA ANPOEi 1I0TOC yia IoTOAOYIKN €€TAON, AAAG,
avtifeta, Oa mpémnel va apxilel EPMEIPIKA EQOCOV UTTAPXEL
vPNAOG Babuog KAVIKAG urtoiag TNG vooou,’ Aaufdavo-
VTAG LTI 0PN TIG ETTI HEPOUG KAIVIKEG, EPYOAOTNPIAKEG KAl
OPOAOYIKEC TTAPAPETPOUC TOU OUYKEKPIUEVOL aoBevouc.’s

3TouG a0OEeVEIC HE PIKPOOKOTIIKN TTOAUAYYELTIOO, N
TUTTIKN loTorraBoAoyIkr} BAABN OTO AVATTVEUOTIKO CUCTNUA
gival n mveupovikn TPIXoElSiTida, vy 0TouG aoBeveig pe
OUOTNMATIKA KOKKIWHUATWON UE TTOAVAyYELTISa pmopei
emiong va mapatnenBei KOKKIWPATWdNG PAeyuovny. H ve-
KPWTIKN KOKKIWUATWONG PAEYHOVH cuvrOwWC TTPOCRANAEL
TOV AVWTEPO KAl TOV KATWTEPO AVATIVEUCTIKO CWANVA, aAd
umopei va mapatnpnOsi kKat og omolovOnNToTE 1I0TO TOU
OWHATOC, OTTWE 0To S€pUa Kal oTo uTTodOPI10. Ta KOKKIW-
pata xapaktnpifovtal IoTomaboAoyIKA amod pia avwuain
KEVTPLIKA TTEPLlOXN VEKpwWONG, n omoia gival Suvatdév va
€xXel pa yohadla amoxpwon Kupiwg Adyw Stacmopdg Twv
TTUPNVIKWV UTTOAEIMPATWV.! Ta emBOnAloeldn pakpo@dya
prropei va givat moAudpiBua, mapd To Yeyovog 0Tt Sev €Xouv
TNV nukvh Stdta&n mou mapatnpeital otn capkoegidwon.’
O1 xpovieg BAABeG xapaktnpifovtal amod eKTETAPEVN VO-
BAaoTikn urtepmAacia Kal TENIKA UETATPETTOVTAL OE OUNEG
vwdoug 1oTtol. OMTWodNTIOTE, Yia KAbs Sdeiypa Blomtikov
UAIKOU OTTOU TTAPATNPEITAL VEKPWTIKF KOKKIWUATWONG QAEY-
Hovn TipEmel va yivetal Stagoptkn didyvwon amnd peioveg
TTAaO0AOYOAVATOUIKEG OVTOTNTEC OTIC OTTOiEC amouatdlouv
Ta otolixeia ayyeutiSIkiG PAGRNG, MepINAUPAVOUEVWV TWV
MUKOBAKTNPISIOKWY KAl TWV HUKNTIOCIKWY AOIUWEEWV.
Ymdpxel Suvatotnta va AneBei SiayvwoTikn Bloyia amod
Sldpopec Béoelg e€WVEPPIKAC EVTOTIIONG TN VOCOU, OTIWG
10 8€pa, TOUG TIVEVUOVEG KAL TN PIVIKK KOINOTNTA. H Bloyia
TveUpova SIEVEPYEITAL GUXVA HEOW AVOLKTAG Blogiag i péow
OwpPaKooKOTTNONC. X€ évav LIKPO aplBuo acOsvwyv umopei
va AneOei IkavoToINTIKK) TocOTNTA TIVEUOVIKOU (0TOU,
woTe va tebei n Siayvwon, péow Safpoyxikng Bloviag.
Q0TO00, N AMouCia EVPNUATWY KOKKIWUATWSOUC AYYELTL-
Sag, o Seiypata mveupovIKoU LIOTOU TTOU TTPOEPXOVTAL ATTO
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Stappoyxikni Arjwn, dev mpémel va Oewpeital EmMapkng ano-
Se1€n yla Tov amokAelopo6 TnG S1dyvwong TN CUCTNUATIKAG
KOKKIWMATWONG Pe TToAvayyelitida.”” H Bloyia tng pivikng
KOINOTNTOG, TTAp’ OTL €ival OXETIKA EUKOAOTEPO va AngOEi,
€xel meploplopévn SiayvwoTtikn a&ia Aoyw Tng auv§nuévng
OLXVOTNTAG YELOWG APVNTIKWV ATTOTEAECUATWV. AQOU Hla
OeTikn Broyia mvevuovVa gival IKAVH va OTOLXEIOOETACEL TN
Slayvwaon, Ba prmopoloe KATTIOLOG VA IOXUPLOTEL OTL OE TETOLEG
TIEQPIMTWOELG MOAVOV va PNV ival amapaitnTn n VEQPLKN
Boyia. H veppikn Blogia wotdéco cuveyilel va €xel vOeién
og aoBeveig oTouG oTToioUG N ApPXIKN Sldyvwon TE€OnKe péocw
Bloyiag mvedpova, ISlaitepa av ol acBeveic autoi gixav KAL-
VIKI EIKOVA TAXEWG EEENIOOOUEVNG OTIEIPANATOVEPPITISAG,
TIPOKELIUEVOU VA EKTIMNOEL péow TWV 1IOTOTTABOAOYIKWV
TAPAMETPWY N HAKPOXPOVN TTPOYVWON Kal va oXeSlaoTel
avaloya n anmaiToVPEVN AVOCOKATAOTAATIKY Ogpaneia.

4. OPOANOZTQON ANCA ZTHN KAINIKH ANAINQPIZH
THZ NOXOY KAI ZTHN MAOOTENEXZH THX

Ta ANCA sivat avtoavtiowpata eI01KA EVavTl TPWTEIVWV
TWV KUTTAPOTTAACUATIKWY KOKK{WV TwV ouSeTEPOPIAWV
KAl TWV AVUCOCWHATIWY TWV pHovokuTtdpwv. MNeptypden-
Kav yla mpwTtn @opd amod toug Davies et al,’® evw 1o 1988
aAvakaAu@EONKe OTL N PeyAain TAEIOPN@ia Twv acBevwy pe
OVOOOTIEVIKI) UNVOELISIKN OTIEpapaToveppiTida éxouv ANCA
OTNV KUKAO®OpIia Touc, TeEpINAUBAVOLEVWY TwV AcOeVwVY Pe
1 Xwpic cvoTnuatikn ayyetitida.”” Ta ev A\oyw avtiocwpata
Slakpivovtal avaloya Pe To TTPOTUTIO TNG XPWONG TTOU EU-
@avi(ouv oTNV AUECN UIKPOOKOTINON PE avOoooPOOoPIoUO
oe SVo peifoveg e1d1koTNTEG, Ta c-ANCA Kat Ta p-ANCA
(KUTTAPOTTAQCUATIKO KA TIEPUTUPNVIKO TIPOTUTIO KATAVOMNG
NG XPWOoNE, avTioTolxa) Kat avaloya Je Tn xprion tTng pebo-
Soloyiag ELISA, oe MPO-ANCA kat PR3-ANCA (avTtiowpata
évavTl TG pueholmepoeldbdong Kal TnG mMpwTeivdong-3,
avtiotolxa). Mepimou 90% Twv avTicwpdTwy Twv c-ANCA
KaTeuOLUvVovTal évavTl TN TPWTEIVAonc 3 Katl ovoudalovTal
PR3-ANCA, ev 90% mepimou twv p-ANCA kateuBuvovtal
évavTl Tng pueloimepoéeldaong kat kalouvtat MPO-ANCA.
O1 aoBeveig e KAIVIKO patvOTUTIO CUCTNUATIKAC KOKKIWUA-
TWwoNG e moAvayyelitida €xouv cuvriiBwg oTNV KUKAOopia
Toug c-ANCA/PR3-ANCA, ol aoOeveiG e PIKPOOKOTIIKA
moAuayyetltida éxouv eAa@pwg ouxvotepa p-ANCA/MPO-
ANCA, evWw ol aoOeVEeiG UE NWOIVOPIAIKH KOKKIWUATWON UE
moAvayyelitida Kal vOoo TIEPIOPICHEVN OTOV VEQPPO £XOUV
kaB'urrepoyxn p-ANCA/MPO-ANCA." ZnpavTIKOTEPO gival To
yYeyovog 6t n eidikétnTa Twv ANCA éxel SeixBei va cuoye-
TiCeTal loOXLPOTATA UE TIPOCBOAN CUYKEKPIUEVWV LIOTWV Kal
OPYAVWV Kal LE EISIKEG KAIVIKEG EIKOVEG TNG AVOCOTIEVIKIG
ayyetitidag. Eldikétepa, ol aocbeveic ue vooo meploplopévn
OTOV VEQPO 1 HE OTTOLASATIOTE AAAN pop®n ayyelitidag

>. NIONAKH kat I.N. MMOAETHX

XWPIG ATTEIKOVIOTIKN 1} IOTOAOYIKH ammOSeI§n KOKKIWUATW-
Soug pAeypovnc éxel Bpebei 6T eival mBavoTtepo va €xouv
MPO-ANCA otnv KUK AO@QOpia TOUG, VW aUToi UE OTOIXEIO
VEKPWTIKAG KOKKIWHATWSOUG PAEYHOVIG ival TIOavOTEPO
va €xouv PR3-ANCA. Z& pia HeNETN pag, o€ 523 aoBeveig pe
loTOAOYIKA emPBeRaiwpévn vOoo, N TTAEIOPN@Ia AUTWV PE
vOOO TIEPLOPIOHPEVN OTOV VEQPO gixav MPO-ANCA (81%),
eV oxedOV 6ot o1 aoBOeveig pe TTPOGBOAr TOU AVWTEPOU
QAVATIVEUOTIKOU, TIOU E(XE WG ATTOTEAEC A OOTIKH KATAOTPO®N
OTN OUYKEKPIMEVN AVATOMIKNA TIEPLOXN 1 KAl KATAPPEUON TNG
PWOC (epummoelSAC HUTN), gixav PR3-ANCA.2° Q¢ ek TOUTOU,
n ouoxétion peta&L Tng e1dikoTNTAG TwvV ANCA (PR3/MPO)
KAl TNG AVATOMIKNAG B€ong TNG ayyeutidikng mpooBoAng,
UE 1] XWPI¢ TNV TTAPOUGCia KOKKIWHATWOOUG PAEYHOVIG,
amodeixOnke MOAU 10XUPN.%° ZUYKEKPIPEVQA, OTAV N AYYEL-
TI6a EMEKTEIVOTAV ATTO TOUG VEQPOUG KAl TIPOGEBANE TOV
YOAOTPEVTEPIKO CWARVA 1] TO AVATIVEUOTIKO CUOTNMA N
ouxvotnta Twv MPO-ANCA avTICWHATWY PELWVOTAVY, EVW N
ouxvotnta twv PR3-ANCA avéavotav? (eik. 3). Etol, amd Toug
52 aoBevei¢ TOU CUYKEKPIUEVOU TTANBUGCUOU UE IOTOANOYIKN
amddelén KOKKIWHATWEOUG PAEYUOVIG, O oTToloSTOTE
6pyavo 1| avatopikr B€on, MoocooTto 79% sixav PR3-ANCA
Kat 21% gixav MPO-ANCA. H apxrj 0TI n vooog ekppdaletal
HE SLaPOPETIKA KAIVIKA XOPOKTNPEIOTIKA Kal cuvSpoua
avdaloya e tnv mapoucia twv MPO-ANCA 1 twv PR3-ANCA
tav KaboploTikn yia TNV taéivopnon tng AZA BAcel TnG
e101kOTNTAC TWV ANCA .2 MapdANnAQ, Hia HEAETN avAaluong
Tou yoviSiwpatog emPBeRaiwoe Tn OTEVH CUOKETION HETASY
NG maboyévelag TG AZA KAl TOU YEVETIKOU UTTIOOTPWHATOG
Tou aoBevoUg, eMonuaAivovTag EISIKECG YEVETIKEG SLAPOPEG
METAEL TWV ETTI HEPOUG KAIVIKWV QAIVOTUTIWV Ol OTIOIEG
oxetiCovtal pe tnVv €181kOTNTA TwV ANCA KAl CUYKEKPIUEVA
ard TO YEYOVOG OTL N AVOOIOKA ATTOKPLON €vavTL TOU auToa-
vTlyovou PR3 amotelei éva KevTpIko TTaBoYeVETIKO OTOIXEIO
mou xapaktnpilel 1ig PR3-ANCA AZA?

H peydAn evaioOnoia kat n e161KOGTNTA TTOU XAPAKTN-
piCet Tn Sdokipacia avixvevong Twv ANCA avTiocwpdtwy
givat omwodnrimote KaboploTikn yia Tn SlayvwoTikn a&ia
Tou anoteAéopatog. Etol, v n cupoln tng Sokipaciag
avixvevong twv ANCA gival avap@iofntntn o’ o,ttagopd
OTNV KAWVIKN avayvwplon tTnG VOoOoU Kal 0TnV €ykalpn
évapén Bepaneiag, n avdykn yta iotoloyikn emBefaiwon
NG, HE BloYia Tou opydvou-oTdOXOoUL, £0TW Kal o€ SeVTEPO
Xpovo, mapapével. O Adyog sival 61t ol acBeveiq pe AZA
ouvnBwgAapBdavouv pakpoxpovieG KUTTAPoToSIkEG Oepa-
TEIEC UE ONMAVTIKEC AUECEC KAl ATIWTEPEC AVETMIOUUNTES
EVEPYELEG KAl WG K TOUTOU gival amdAuTa avaykaia n
loTomaboAoyIKn TEKUNPiwon TnG. X’ 0,TL apopd TN Ve-
PPIKA TTPOGBOAN, Ol TANPOPOPIEG TTOU TTAPEXOVTAL ATTO TN
VEQPIKN Bloyia armoTeAoUV QVEKTIUNTN TTAPAUETPO YA TOV
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Ewkova 3. Zuxvotnta tng kae e181kotntag twv ANCA avtiowpdtwy (¢/PR3 évavtt p/MPO) o€ oxéon e ToV KAVIKO @avotumo. TEX: TaoTtevTepiko

oxeSlaouo TG Oeparneiag Kat O€ OPIOUEVEG TIEPITTTWOELG
yla TNV amo@uyn tTng, epoOcov MPOKeLTaAl yia acBevr Ue
10TOTTAOOAOYIKA XAPAKTNPELIOTIKA XPOVIAG VEQPIKNG VOOOU
TeAkoL otadiov (XNNTZX). AuTr n TeAevuTtaia ovtoTnTa TTA-
patnpeital cuxvoTEPA O0TOUG aoBeVeiG OTOUG OTToIoUG N
Stdyvwon Té0nkKe Ye onUavTikA KaBuoTtépnon Kal avaloya
kaBuotepnuévn unnpée kat n évapén tng Bepameiag, apouv
n @Aeypovwdng Siepyacia, mou mapatnpeital otig AZA,
UITOPEI VA 08NYNOEL OE EKTETAPEVN OTIEIPAUATOOKARPUVON
Kal ivwon og diaotnua Aiywv eBSoudadwv.

O maBoyeveTikog poAog Twv ANCA éxel mpotabei anod
évav Peyalo aplOud in vitro HENETWYV, Ol omoieg avadel-
KvOouv 611 Toco ta PR3-ANCA 6c0 kat ta MPO-ANCA IgG
AVTIOWHATA EVEPYOTTOIOUV TA OUSETEPOPIAQ, TA OTToia
OTn ouvéxela anmehevBepwvouv pecolafntég Tng oeiag
PAEYHOVNG.22 Ta OUSETEPOPINQG, TIOU £XOUV EVEPYOTTOLINOEL
ard ta ANCA IgG avTtiowpata, givat Ikava KAtw amo eISIKEG
OLUVONKEG VA poveLoOoUV vE0ONAIAKA KUTTAPA KUTTAPIKWY
KaAAiepyelwv. Emiong, éxel amodeixBei 0TI n evepyomoinon
Twv oudetepoilwv amd Ta ANCA prmopei va TpoKaAéoel
TIPOOKOAANON IVTEYKPIVWV KAl KUTTAPOKIVWY —HECW EIOIKWV
uroSox€wv— ota ev6oONALaKA KUTTAPA TWV KAANEPYELWY,
UE ATTOTEAECA UETAVACTEUON KATA KOG Tou evOoBnAiou,*
AANA Kal SOUIKEG ANNAYEG OTIG B IVTEYKPIVEC, Ol OTTOIEG EVI-
OXUVOULV TN AEITOUPYIKOTNTA TwV CUVOETWV. ETi TAéov, OTTWG
paivetal amo Seiypata vepplkwy BloPiwv acBevwv pe AZA,
TA LUTTAPXOVTA KAl CUXVA aKAVOVIOTA HOPLA TIPOCKOAANONG
OTIG OTTEIPAUATIKEG BAABEG evioyUoLV TNV avTidpaon HeTa&y
TwV gvepyorolnuévwy amod ta ANCA oudetepo@ilwy Kal

TWV ayyeiwv.? OnmwodnNToTe, N TTAEOV TIEIOTIKN aTmOSEIEn
ot ta ANCA avtiowpata gival maboyova mpogpyeTal amo
UENETEG in Vivo Kal, CUYKEKPIPEVQ, aTTd éva (wIKO HOVTENO
O€ €MPVECG, 0TO omoio n TadnTikn petagopd avti-MPO IgG
(MPO-ANCA) avTtiocwpdtwy n avti-MPO AgpgokuTttdpwy
odnynoe oTnV EMaywyr OTTEIPAPATOVEPPITIOAC OTA €V AOYW
melpapatolwa.?® Avantuxbnke éva HOVTENO, OTO OTTOIO N
evSoPAEPLa xopriynon avti-MPO IgG, €ite 0€ AVOCOETAPKEIC
€MIUVEG, €iTe 0 Rag2—/— emMiUEC, o1 omoiol S1IaB€Touv pn Ael-
TOUPYIKA T- 1} B-kUTTOPQ, TPOKAAEI OVOCOTIEVIKI) UNVOEISIKN
OTIEIPAPATOVEPPITISA KAl AYYELTIOA TWV HIKPWV AYYEIWY,
aloonueiwTta mapopola pe autr TG avlpwmvng voéoou.?
Evtog 6 nuepwv amod tnv evOo@AEPia xopriynon OAot ot
MUEC avanmtuoooLV OTIEIPAATOVEPPITION, EVW KATTOLA ATTO
Ta eV AOyw mrelpapatélwa ekSNAWVOLV Kal CUCTNUATIKA
AyYELTIOa, e AEUKOKUTTAPOKAAOTIKN AYYELTION, VEKPWTIKA
aptNEIiTIda, KUPEANISIKN TPIXOEISITIOA KAl VEKPWTIKI KOKKI-
wHaTwdn eAeyuovi.23" Mapopoiwg, cofapr UNVOELSIKN
OTIEIPAPATOVEPPITISA KAl CUCTNUATIKN AYYELTIOa UrmopEi
va emayBei pe TNV maONTIKA HETAPOPA CTIANVIKWY KUTTA-
pwv MPO—-/- puwy, ol omroiol €xouv avooorolnBei pe MPO
TIOU TIPOEPXETAL ATTO TOUG HUG. H veppikn BAABN og autd
TO HOVTENO eMSEIVWVETAL PETA aTTO Sléyepon e AtmoTo-
Auvoakyapitec® kal @aivetal va e€aptdral amd tnv umapén
Hag A01KTNG EVAANAKTIKNAG 080U TOU CUUTTANPWHATOG KAl
TNV mapouocia oudetepoilwv.’? Eva Ao {wikd POoVTENO
O€ ETMIMVEG €iXE WG ATTOTENEOHUA TNV EKONAWON EOTIAKNG
TUNMATIKAG AVOCOTIEVIKAG OTTEIPAUATOVEPPITIOAC KAL E0TI-
AKAG TIVEVUUOVIKNG TPLXOESiTIdag Héow avooomoinong pe
avOpwtitvn MPO, n oroia gixe wg amoTtéNeoHa TNV EMAYWYN
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avTti-MPO avticwpdtwy ta omoia Sivouv StactaupoUpevn
avtidpaon 1600 Ue TNV avBpwmivn 6o Kal pue Tnv MPO
TWV EMPLVWV.3

A&loonueiwTo gival To yeyovog Ot urtdpyxouv aocBe-
VEIG HE CaPEiG KAIVIKEG EKOSNAWOELG KAl LOTOTTAOONOYIKEG
amodeifelC AVOOOTTEVIKAG AYYELTISOC TWV UIKPWV ayYEiwv
I} KAl AVOOOTIEVIKAC VEKPWTIKAG KAl INVOEISIKAC OTTEIPA-
patoveppitidag, ot omoiol epgaviCovtat ANCA apvntikoi
o€ enmavelAnuuéveg Sokipaoiec. To B€pa gival onuavTiko,
Baoikd emeldn 0 apvnTIKOG 0POAOYIKOG EAEYXOG CUXVA Eival
n artia yla cofapr kaBuotépnon otnv Tekunpiwon tng St-
Ayvwong kal tnv évap&n KATtaAANANG avOCOKATACTAATIKNG
Oepamneiag. Mia TOAUKEVTPIKN LEAETN TTPOo@ATA SlEPEVVNOE
TO v AOyw B€ua Kal, TEAIKA, avakoivwoe Tn Snuiovpyia piag
KALVOTOUOU SOKIHAGCIAG yia TNV TauTtomoinon Twv 18IKWV
emroénwv mou agopouv ota ANCA.** H oxetikr) peBodoloyia
odriynoe otnv avakdAuypn MPO-ANCA avticwpdtwy o€
ANCA apvntikoUg acBeveic, Ta omoia avtidpouv évavtl
Hiag povadikAG YPAPUIKNG aAnAouyiag. Ta autoavtiow-
pata évavTti auTtoU TOU ETITOTTIOU AodeiXOnKe 0TI €xouv
TAOOYEVETIKEG ISIOTNTEC, APOU £XOUV TNV IKAVOTNTA VA
EVEPYOTIOIOUV TA OUSETEPOPINA in Vitro Kal va MAYOUV
veppitida otoug emipues. O CUYXUTIKOG Tapdyovtag o
omnoiog epmodilel TNV avAadelén Twv ev AOyw avTICWHATWY
oTI¢ SOKIPATIEG poUTIVAG PAVNKE OTI ATAV N TTAPOUTia EVOG
KAAOOTOG TNG OEPOUAOTIAACHIVNG OTOV 0pO TWV acBeVV
AUTWV, To omoio e€aleipONKe pe TN XpHon kKekabBappévng
IgG, yeyovog mou emETpePE TNV avixveuor Toug.>

5. KAINIKH EIKONA THZ ANCA
ZMEIPAMATONE®PITIAAX

H ANCA onelpapatoveppitida pmopei va ekONAwOE( pe
S1APOopPEC KAVIKEG EIKOVEC, TTOU TIEPIAAMPBAVOLV éva upU
@ACHQA, ATTO TNV ACUUTTTWHATIKA MIKPOOKOTIIKNA alpatoupia
£€W¢ TTOANU COPAPEC HOPYEC OTTEIPAMATOVEPPITIOAC, OTTWG
N Taxéwg e€eNloodpevn onielpapatoveppitida. Eva tumkod
gvpnpa gival 1o evepyod i(npa ovPwWy, To OTMoIo KATA TN
UIKPOOKOTIIKI) AVAAUON TWV 0UPWV avaSEIKVUEL TA XOPOKTN-
PLoTIKA SUCPOoPPA EpUBPA AILOCEAIPLA, TTOU £XOUV UTTOOTEI
TIAPAUOPPWON TOU OXNMUATOC Tou¢ € attiag Tng Stvdou
TOUG aTTd OTTEIPAMATIKA TPLXOELS, Ta omoia epgavifouv
PAeypoVWOELG BAAPBEC WG ammoTEAECHA TTPOCBOAAC aTid TNV
ayyetitida (€. 4). H mapoucia Twv Suocuoppwv epubpwv
(omepapatikn aipatoupia), n omoia Sev amotelei €161kd
XapakTnNPloTiko TNG ANCA omelpapatove@pitidag al\d
YEVIKO XOPOKTNPIOTIKO OAWV TWV OTTEIPAUATIKWV TTaOr oe-
WV UE KAVIKN EIKOVA VEQPITISIKOU CUVSPOUOU, UTTOPEL va
ouvodeveTal ) OXL ATTd TNV TTAPOUGIA EPUOPOKUTTAPIKWY
KUAIVOpwV Kat AANoTe AANoL BaBpov mpwTeivoupiag. TENOG,

>. NIONAKH kat I.N. MMOAETHX

Ewkova 4. Ineipapatikn aiparoupia. Epubpd aipooeaipia (Suopopea
1 onelpapatikd RBCs), Ta omoia €xouv UTTOOTEl TAPANOPPWAON KATA TN
81086 TOUG HECA ATTO OTIEIPAPATIKA TPIKOELISH TTOU PAEYHAIVOUV.

olacBeveig autoi umopei va epgavioouv ofeia emdeivwon
NG VEPPIKNG AetToupyiag (o€eia omelpapatoveppitida), Pe
apvidla avénon TnS KPEATVivng Tou 0poU, N oTToid EQOcoV
e€eliooetal paydaia, og SiAoTNUa NUEPWV N Kat ERSouddwy,
ovopdleTal Taxéwg eEENIOCOOUEVN OTIEIPAPATOVEPPITIOA Kal
amotelei pia 18laitepa enmeiyovoa katdotaon.

3 € JLO TIPOOTITIKI LEAETN UE OUUUETOYXN 70 aoBevwv pe
ANCA onelpapatovepitida, ol omoiol mapakoAouvbnOnkav
yla 24 pAveg PeTd tTn Sidyvwon Tng voéoou, n alpatoupia
ATav Koo XapaKTNPEIoTIKO, KABWE Kal N TTPWTEivoupia, Pe
H€ON NUEPROLA ATTEKKPLON TIPWTEIVNG 2,5 g/24wpo Kal uéon
Kpeatvivn opou katd tn Sidyvwon 5,5(+4,1) mg/dL. Amd
Toug aoBeveic autoug, To 24,3% XPEIAOTNKE EEWVEPPIKA
KdBapon Katd Tn XPoVvikn otiyur Tng didyvwong i Katd
N S1dpKela TNG mapakoAouBnonc.* Mevikd cuunmTwpaTa,
OTTIWG XapnAou Baduou mupetdc, kataBoAn Suvdpewy,
anwAela Bdapoug, pualyieg, apBpalyieg, cuxvd mponyou-
VTaAl TNG TTARPOUG £YKATACTAONG TNG VOoOUL.>>3¢ H peydAn
mAeloPnoia Twv acOevwyv (94%) avépepav pia mpodSpopn
@AOCN UE CLUPTITWHATOAOYIA «YPITWSOUE CUVOPOUNG» TIPLV
Ao TNV ELEAVION TOL ayYeUTISIKOU cuvdpoov.* MNepimou
T0 75% Twv acBevwv pe ANCA omelpapatovepitida gixav
KAIVIKEC EKONAWOELC CUCTNMATIKAG AYYEUTIOAC TWV UIKPWV
ayysiwv katd Tn Sidyvwon tng voéoou rj katd tn SidpKela
NG mapakoAoLONoNG.*® KAvikég evOei€elg 1 lotormaboloyikd
E£UPNHATA VEQPIKAG TTPOCBOAAG Tapatnpndnkav og Toco-
01O 90% TWV A0BEVWV HE UIKPOOKOTIIKN TTOAUayYELiTida,
0710 80% TWV ACOEVWV LIE CUCTNHATIKI KOKKIWUATWON PE
TTOAUAYYELTISA KAl 0TO 45% TwV ACOEVWV PE NWOIVOPIAIKA
KOKKIWMATWON Je molvayyelitida.?*-+

H katavour Twv KAIVIKWV @atvotunwyv o€ éva Sgiyua 350
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aoBevwv pe 1otoloyikd emPBeBaiwpévn ANCA omelpapa-
ToveppiTida gixe wg €1 ¢G: 58% mapouacialav HIKPOOKOTIKA
ToAVAyYELTIOa, 25% gixav VOOO TIEPLOPIOUEVN OTOV VEQPO
Kal 17% €ixav CUOTNHATIKN KOKKIWUATWON UE TTOAUAYYEL-
it16a.? O1 CUYKEKPIPEVOL KAIVIKOT aAIVOTUTIOL £X0UV TTOAA
Kowvd oTolxeia, aAAG o kaBévag amd autoug SlakpiveTal Kat
ano Karmola €181KA XapaKTNPLOTIKA. 39434647

6. EZONEO®OPIKEZ AITEINTIAIKEZ EKAHAQZXZEIZ

H mpooolr} Tou avwTEPOL AVATIVEUCTIKOU CUOTHA-
TOG mapatnpEital 0to 90% Twv acOevwV HE CUCTNMUATIKA
KOKKIWUATWON HE TTOAVAYYELTIOA, LE SIAPOPETIKEC LOPPES
Kal TTolkiAou¢ Babpouc Baputntac.’*# MepAapPavel cupu-
TITWHATA OTTWG PIVIKA armo@pa&n anod eeAKISOTOINUEVEG
ayyeutidikéc BAAPEC, pvIKn Katappon Ue Tpdoén aipatog,
emiota&n mou oxetieTal pe €AKN TOL PIVIKOU BAevvoydvou,
AAYOG OTNV AVATOLIKH TIEPLOXH TWV lYHOPEIWV KAl EKKPIOELG,
péon wtitida Kal anmwAela akong. H mpoofBoAn twv ayyegiwv
TTOU QATWYOULV TO PIVIKO SI1AQPAYUA UTTOPEL VA TIPOKANETEL
S1ATpnon AuTou 1} KAL TTARPN KATAOTPO®N TWV TIEPLE OOTIKWV
Sopwy, n omoia KATAAAUBAVEL TN YUPW AVATOMIKH TTEPLOXH
HE } XwpPIG TNV Mapoucia KOKKIWHATWY. H mapapdpewon
NG MUTNG, TTOU TTIPOKUTITEL HETA ATTO TETOLA KATAPPEUON
TWV PIVIKWV OCTIKWV SOPWV (EQITTTTIOEISG HUTN), aAAA
Kal N TApAAUCT TOU TIPOCWTTIKOU VEUPOU, AOyw Trayideu-
ONG TOU VEUPOU, ATTOTEAOUV XAPAKTNPLIOTIKEG EKONAWOELG
TPOCBOAAC TOU AVWTEPOU AVATIVEUCOTIKOU CUCTAMATOG
and tn véoo. Qotdoo, n AoV emikivOuvn Katdotaon ival
QUTH TTOU TIPOKUTTEL armd TNV avAmtuén GAeypovig otnv
Tpaxeia, cuxvd otnv UTTOYAWTTISIKN TIEPLOXH, LE ATTOTEAECUA
TN OTéVWOon TwV agpaywywv (umoyAwttidikn otévwon). H
TIVEUUOVIKN TTPOCBOAN UITOPEI VA TTOPOUCIOOTEl WG VEKPW-
TIK KOKKIWHATWENG @Agypovr 1 KupeASIKN Tpixoelditida,
BAaBeg mou gpgaviovtal amekoVIoTIKA WG 0{WEEIG OKIATELG
1} MVELPIOVIKA SINBripaTta, avtiotoixa. Ot mveupovikoi 6ot
uropei va e€gAixBoUv o€ KOINOTNTEG, YEYOVOG TTOU KABIoTd
TNV QVTIMETWTTION TNG VOoOoU 181aitepa MPoANUATIKY, E18IKA
OTNV TIEPIMTWON EMIMAOKNG UE AOIMOYOVOUC TIAPAYOVTEG.
H tpixoeiditida, n aptnpitida, aAd Kal N KOKKIWHATWENG
(PAEYHOVH TWV TIVEUUOVWV UTTOPE( VA TIPOKAAEGOUV AlUO-
mtuon 1 Kat padikn TTIVEVUOVIKA Aloppayia, KATAOTACELS
18laitepa amelAnTikEG yia N {wn, TTou amalTouV APecn
évapén Beparneiag. e évav mMAnBuouod 70 acBevwv pE 10TO-
Aoyikd emPBePaiwpévn AZA, 53% AUTWV EiXav TTVEULIOVIKA
OUMUETOXN, TTOU eKONAWONKE WG AlpoéTTUON 1) KAl padikn
TIVEULIOVIKN dlpoppayia, n omoia eghixbnke paydaia kat
améPn Bavatneopa oTIC MIOEG TTIEPIMTWOEIG. AEPUATIKA
mpooBolr} ue YnAaenTr MTopeUPa Kal urmoddpla olidia
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mapaTnPEiTal 0To 25% Twv acBevwv mepimou. Qotdoo, Kat
AMeg SepuaTtikég BAABeG ival Suvatdv va ep@avioToly,
Onw¢ epuONUATWSELG BAAREG, EUPPAKTA KAl VEKPWTIKA
ENKN. O1 ayyeutiOikég BAGReG oToug BAevvoydovoug umo-
p&i va Aaouv tn popen tng apbwdoug otopatitidag N
TWV OTOUATIKWV EAKWV. Ot 0PBAAUONOYIKEG EKOSNAWOELG
nepAapBdavouy emme@ukitida, emokAnpitida, PAepapi-
1160, KePATITIOA, CUXVA PE AlPpVidla amwAEgla TG OpAoNG
1 kat omoBoBoABikn pada. Mepimou 30% Twv acbevwv
AVAPEPOUV CUUTITWHATA KOIAIOKOU AAyoug, yaoTpitidag,
IoXAIUIKAC KOATIdag iy maykpeatitidag Aoyw mpooBoAA¢g
TWV AYYEiwv TwV avTioTolXwV EVOOKOIAIAKWY OpYAVWV.
Meplotaciakn andéepaén tou evtépou e SinOnon Twv
ayyeiwv kat emakoAouvOn oryn ival Suvatov va odnynosl
o€ pavopeva amelAntikd yia tn (wr. MapdAvon Twv eyke-
@AAK@WV ouluYIWV Kal TTOANATTA] povoveupiTida prmopei
emiong va mapatnenBouv. H mepipepikr veupomdadeia mou
TIPOKAAE( N ayyeliTida ota apTnPtoAla TwV VEUPWV KAl OTIG
aptnpieg ocupPaivel oto 30% mepimou Twv acBevwv. Ta
ayyeia Tou KEVTPIKOU VEUPIKOU CUCTHAUATOG UITOPE( €TTiONG
va pooAnBouy, pe amotéecpa alpvidia ekdnAwon omna-
OMWV, AYYEIOKWY EYKEPANKWY EMEICOSIWV KAl CUYXUTIKWV
Statapayxwv. Ot ev Tw BAOel pAeRIkEG OpouPwoElg TapaTNn-
pouvTal CUXVOTEPA OTOUG AoBOeveiq e AZA CUYKPITIKA UE
TOV YeVIKO TTANBUOUS 1) TOUuG aoBeveic ue ANNa autodvooa
voonuata.” Evolagépov amoTteAei To yeyovog OTL €Xouv
QVIXVEUTEL AVTIOWHOTA £VAVTL TOU TTAACUIVOYOVOU G€ a00e-
veic pe PR3-ANCA omelpapatoveppitida, wg amotéAeoua
alomoinong evog nentidiov mou kwdikomolegital and 1o
yovidio PRTN3.#

H aAAepYIKr] KOKKIWUATWON PE TToOAvayyeLiTida avti-
TIPOOWTTEVEL PIa KATA KATTOLOV TPOTIO SIAPOPETIKA VOOO,
mou eKONAWVETAL e AoOUA, NWOIVOPIAIA KAl KOKKIWMA-
TWdN PAeypovr) otoug nvevpoves. Ta ANCA aveupioko-
vTal BeTIKA 0To 70% TWV 00BeVWV Kal €ival cuxvoTepa
MPO-ANCA,# gevi) ouxvi €ival n TTEPIPEPIKN NWOIVOPIAia
HE >10% NWOIVOPIAA OTO TIEPLPEPIKO aipa. H vepplkn
mpoofoAn gival Mo omdvia Kat Atlydtepo coffapr oToug
ev A\oyw aoBeveicg, oe avtiBeon pe TN veupondbeia Kal
TN CUPMETOYXN TOu puokapdiov, TTOU gival CUXVOTEPEG.
H aptnpitida tTwv ote@aviaiwv ayygiwv kat n puokapdi-
T1da €ival ol KUpPIEG alTieg voonpoTnTag Kal BvntdéTnTag
o€ aoBeveic Pe TOV KAIVIKO QUTO (aAlvOTUTIO Kal gival
uneLOLVEC Yla TO 50% mepimou Twv Bavdatwy. Npooateg
peAéTeG €xouv Seiel 6TL N MAsloYNn@ia Twv acBevwv pe
AANEPYIKN KOKKIWHATWON ME TTOAvayyelitida mou givat
ANCA Betikoi epgpavifouv Kal OTTEIPAUATOVEPPITIOA, EVW
ekeivolmou givat ANCA apvntikoi EkGnAwvouv cuxvotepa
puokapdiakr TPooBoAn.*°
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7. EKBAXH NOXOY ME BAXH THN ANTAMOKPIZH
ZTHN ANOXZOKATAZTANTIKH ©OEPANEIA

H avoookataotaAtiky Bgpareia otig AXA PE VEQPIKA
MPOCBOAN OTOXEVEL OTNV EMAYWYN TNG VPEDNG, N omoia
xapaktnpiletal anmdé otabepomnoinon N kat BeAtiwon tTng
VEQPIKNG AelToupYiag, amodpour TnG alpatoupiag, Kabwg
Kat e€ANePn KABE ayyeuTISIKAG eEWVEPPIKAG eKSRAwoNG.’
‘Otav woTtdo0o MAPATNPEITAL AVETTAPKAG ) KAl Un avta-
moKplon otn Bgpaneia, N voéoog Bewpeital avOeKTIKN Kal
Xapaktnpifetal amd mpooSeUTIKN EKMTTWON TNG VEQPIKNAG
Aeltoupyiag, otaBepd evepyod i(nua oVPwWV, EMPEVOUOEG N
Kal VEEG EEWVEPPIKEG AYYEUTISIKEG EKONAWOELG. YTTIAPXOUV
Kal aoBeveig ol omoiol, evw apxIKAd avtamokpiOnkav otn
Oepareia, amopelyovtag paivopeva ameilnTikA yla tn
{wn A Kal pn avaotpéPipes BAdaPeg os Sidpopa dpyava
Kal 10ToU¢, gV KaTOpOwoav MoTé va emTUXOUV TTARPN
ekpilwon Tng maboyeveTikig Siadikaoiag, e amoTENECUA
va Slatnpouv évav xapnAo Babuo evepyodtnTtag tng vooou,
(PAIVOEVO TIOU AVAPEPETAL WG «EPTTOVCA VOOOC». Ol acBOe-
VEIG TTOU MITUYXAVOUV VQEDN, EiTE TIA}PN €iTe UTTIO Bepareia,
UTTOPEl OTN CUVEXELD VA EKONAWOOULV Uid 1] TTEPIOOOTEPES
UTTOTPOTIEG TNG VOoou. H urotponry xapaktnpiletal and
TNV €K VEOU EUPAVION AYYEUTISIKWY CUUTTTWUATWY 1} oNn-
Ueiwv o€ omolodnmote 6pyavo 1} cUOTNA O ACOEV OTOV
OTTO{0 TIPONYOUHEVWG EiXE EMTEVXOE LPEDT. OL UTTOTPOTIEG
Teivouv va agopolv ota idla dpyava-cuocTHHUATA, EVW N
TIPOCROAN VEWV 0pYAVWVY ava@EPETAL UOVO OTO 23% TwV
aocBevwv pe vmotpornn.®’

8. OEPANEIA ENANQrHZ THX YOEXZHZ

O akpoywviaiog AiBog Tng Bepaneiag otic AXA gival o
OLVSUAOUOG TWV YAUKOKOPTIKOEISWV UE TOV KUTTAPOTOEIKO
MapAyovTa KUKAOPWO@AUi&N.>#47°2 Ta yNUKOKOPTIKOELSN
xopnyouvtal o evOoPAERLEC woelg HeBULATTPESVICOASVNG
(7 mg/kg owpatikoL Bapoug yla 3 CuveXeiG NUEPEG), TTOU
akolouBeital amd per os xopriynon mpedvi{oAévng (1 mg/
kg ocwpatikou Bdpoug yia Tig 4 mpwteg £BSouadec), oe
BaBuiaia peiwon katd tn Sidpkela Twv emépevwy 3-5
pnvwv. H kukhopwoeapidn xopnyeital ite evOo@Aefiwg
o€ unviaia Bdon kat oe doon mou apyilet andé 0,5 g/m?
EMPAVELAG OWUATOG Kal @Odavel To 1 g/m? gite amd Tou
otépatog oe 66on 2 mg/kg cwpatikoL Bapoug avd 24wpo,
TIAVTOTE TTIPOCAPUOCHEVN BACEL TOU aplOUOU TWV AEUKWV
alpooPalpiwv Kal Tou pubuol omelpapaTikig Sinbnongc.
H Sudpkela tng Beparmeiag pe TNV KUKAOPWOEANION gival
ouvrBwg 6-12 YAVEG, YEYOVOG TTou e€apTdTal KUpiwg amo
TNV ApyIKA avtanokplon.?**' Tooo n evoo@AEPLa 600 Kal n
and Tou oTOUATOC OgPATIEia e TNV KUKAOQWOQANIdNn £xouv
amnodelxOei tcoduvapol emaywyeic TNG LPeon>*? oToug

>. NIONAKH kat I.N. MMOAETHX

aoBeveic pe AZA, pe Tn Stapopd oTL n abpolotikr Soon
TOU KUTTAPOTO&IKOU AuTOU MapdyovTa gival CNUAVTIKA
UIKPOTEPN UE TNV TIAPEVTEPIKI XOPHYNON, LE ATTOTENECUA
MEPLOPIOPEVN TOEIKOTNTA. H TTOAUTTApaYOVTIKK] avAaAuon,
OXETIKA PE TO O€pa auTo, éxel Seiel 611 To evSoPAERLo
oxnua odnyei oe onuavtikd vPnAdTEPOULG PUBUOUG eMTa-
YWYNG TNG VPeoNG Xwpig emakoAouBa uPpnAdtepa MocooTd
UTTOTPOTIWV.>>QOTOOO, PIa AVASPOUIKE HEAETN* €8e1€e OTL
n Beparneia pe 10 eEVOOPAEPLO OYXHA KUKAOPWOE@AUIONG
ouoxetiCetal pe vPnAdTEPO KivOUVOo UTTOTPOTIWV OTN CU-
VEXELQ, OUYKPITIKA PE TO aATTO TOU OTOUATOG OXNUA, XWPIG
OUWC AUTO va oLVOEeTal PE pPeyaNUTEPN cuxvoTNTAa XNNTZ,
voonpoTtNTag Kal Bvntotntag.™

H prrou&ipdpmn (rituximab), éva xipaipikd povokAw-
VIKO avTiowpa mou otoxeLel Toug CD20 vunodoxeig Twv
B-Aepgokuttdpwy, éxel emiong evtaxOei otn Ogparia ema-
YWYNG Twv AZA, gite oe cuvOUAOUO UE YAUKOKOPTIKOELON
€ite padi pe KUKAOPWo@AUidn Kal YA\UKOKOPTIKOELSK.***¢ OL
Jones et al®® cuvékpivav Tn PITOLEIUAUTTN KAl TNV KUKAOQW-
O@aAuidn, wg Bepaneieg emaywyng, oe aoOeVeig e TPWTOSI-
ayvwoBeioa AZA Kal VEQPIKN TIPOCGBOAN, XPNOILOTIOIWVTAG
€ite yAukokopTikoeldn padi pe prrou&udurn kat Svo evdo-
PAEPLEC WOEIG KUKAOPWOPAWIONG, EiTE YNUKOKOPTIKOEISH PE
eVOOPAERIEC WOEIG KUKAOPWOQAUIONG yla 3—6 UAVEC, TTOU
akolouBeital amd Ogpaneia cuvtripnong pe alabelompivn.
To oxnua mou mepleixe prrov§ipaunn amodeixbnke 0Tt dev
NTAV KATWTEPO TOU KAAGIKOU OXIHATOG PE TNV KUKAOPW-
o@aAuidn, agou emtevxOnkav Wooduvapol pubuoi LPeong
Kat 0TI S0 OHASEG, EVW N CLUXVOTNTA TWV COBAPWYV AVETTI-
OuuNTWV gvePYEIWV KATA TNV TTPWIKN @dAon Sev SiEpepav.
Mia SeUtepn peAéTn, oe 197 ANCA BeTikoU¢ aoBeveic mou
€ixav KAIVIKO @aLvVOTUTIO €iTE CUCTNATIKAG KOKKIWHATWONG
ME oAuayyelTida iTe HIKPOOKOTTIKAG TTOAVAYYELTISAC, e
OXETIKA NTTIA EVEPYOTNTA VOOOU, CUVEKPIVE TN Bepaneia pe
PITOUEIUAUTTN UE TNV ATTO TOU OTOHATOC KUKAOPWOPAUidn, o’
O, TLa@opA oTNV EMaywyn tTNG VYeonG. To OXAMA TTOU TTEPLEIXE
PIToLEIUAUTTN amoSeiXONKE TTEPIOCOTEPO ATTOTEAECUATIKO
amnod eKEIVO TNG KUKAOQWO@AUISNG yla TNV emaywyr TNG
Upeong og aoBeveic pue umotpomalovoa vooo.*

Ymdpyouv Suo cageiq evdeifelg yia Tnv mpooOrikn TnG
TAQOUA@AipEONC OTNV EMAYWYIKN Bepamneia Tng AZA: (a)
Ol aoBeveig pe mveupovikn alpoppayia kat () ot acBeveig
LE Taxéwg eEEAlOCOUEVN OTTEIPApaTOVEPPITIOA (KpeaTivivn
opov >500 pmol/L). H mveupovikn alpoppayia, €ite wg pe-
HoVWEVN KUPENSIKA aloppayia €iTe WS UEPOC TOU TIVEL-
HOVO-VEQPIKOU GUVEPOUOU, ATTOTEAEL CUXVA HIA KATACTACN
ameANTIKr yta tn {wrj He oAU uPNAA TocooTd BvntdTnTaC.”’
Mia avadpouikr HeAETN® €6e1€e OTI N éykalpn TPooOnkn
NG TAACHAPAiPECNG OTNV AVOCOKATACTAATIKN Bepaneia
givat 100% owtnpla yia tn {wrj, 0Toug aoOEVEIG e TAXEWG
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eEeNlooopevn omelpapaTovePpitida kat S1dxuTn IVEVOVI-
KN dlpoppayia, oe cUYKPION UE IOTOPIKOUG A0OEVEIC, TTOu
XPNOILOTTOIONKAV WG HAPTUPEG OTNV €V AOYW UEAETN KAl
oToug omoioug N emBiwon aviABe povo oto 50%. Mia tuxal-
orolnuévn Kal eEheyxopevn pehétn o 137 aoBeveic pe ANCA
OTIEIPAPATOVEPPITIOA, TTPOEPXOUEVOUG artd TNV Eupwrtaikn
opAada HEAETNG TWV ayyeuTtidwy, £6€1&e emiong OTL UTTAPXEL
OAPEG OPENOG aTTd TNV TTIPOCONKN TNG TTAACHAPAiIPECNG OTO
KAOOLKO oXrpa Oepareiag, og aoOeveic e KpeaTivivip opol
>500 pmol/L.*8 Zuykekpipéva, N TpooOrkn TNG MAAoUa@Ai-
PEONC CUOXKETIOTNKE UE PeEiwaon Tou KivEuvou yla ipdodo oe
XNNTZX katd 24%, otoug 12 pAveg amo Tnv apytkn Sidyvwon.
H pooBnkn tng maocpagaipeong otn Beparneia emiong €xel
amodelyBei 0TI cuoxetiCetal pe LYNAOTEPEG MOAVOTNTEG
ane€dptnong anod TNV adlpgokdbapon oto 10 £€10¢ PETA TN
Siayvwon,*® oToug aoBeveic 0TOUG OTTOIOUG N EYKATACTAON
NG VOoOoU CUVOUACTNKE UE VEPPIKN AVETTAPKELQ.

H emBeTikr Beparmeia pe AvOCOKATAGTAANTIKOUG TTAPA-
YOVTEG 0TOUG aoBeveic pe AXA Sikaloloyeital MR pwg anod
™ SpapaTikd UPNAR BvNTOTNTA KAl TNV AVOAOYWE TITWXNA
VEQPIKN emPBiwon, mou éxouv mapatnenOei oe aoBeveic ol
omnoiol Sev eixav Adfel Oepamneia.*’ Ouwg, N ToéIkdTNTA TTOU
oxetiCetal pe TIG Ogpaneieg autég mapapével éva cofBapod
mPOPANpa. Eidikotepa, n Beparneia pe YAUKOKOPTIKOEISH
€XEl CUOYXETIOTE( e ooTeoTmOpwWON, Slatapayuévn avoxn
oTn YAUKO(N Kal HOKPOTIPOOECUEG UETABOAEG TOU CWHA-
TOTUTTOU, EVW OL AOLUWEELG TTOU €ival amreANTIKEG yia Tn wny
mapatneolvTal Kupiwg otnv o&eia @don. O emMImTOAACUOG
TwV cofapwv Aolpwewv avédvetal anod 10% os 20% e
TNV MPOooBKN KUKAOPWO@ANi&NG 0To BEpaTTEVTIKO GXHHaA
TWV OXETIKWV TaBrioewv. AN\eG coBapég avemBUuNTeG
EVEPYELEG TNG KUKAOPWOPAMISNG €ival N MUEAOKATAOTOAN
Kal N AlopeaAyIkn KuoTitida, n omoia mapatnpeitat oto 10%
Twv aoBevwv. H emintwon tou KapKivou tTng oupodoxou
KUOTNG €xel uTTONOYIOTEl 0 5% oTa 10 étn Kat 16% ota 15
£€tn amod tTnv apxtkn Sidyvwon, og acBeveic ol otroiol £xouv
AA&Bel pakpodxpovn Beparneia pe KUKAOPWOPAUISN. Ta
HLEAOSUOTIAAOTIKA CUVOPOA, TA AEUPWHATA, O KAPKIVOG
Tou 8€ppaTog Kat n yovadikry SUCAEITOUPYia £XouV eTTiONG
OUOCXETIOTE( hE TN Xpovia Ogpaneia pe KUKAOPWO@AUidn.*?
Mpokelpuévou va pelwbei N ToEikdéTNTA 0TO OUPOORALO
€xouv xpnotuormolnBei Sidpopa MPOoPUAAKTIKA UETPA, TA
omnoia €xouv amodelxOei emkoupIKd, TepINapBavopévng Tng
EMAPKOUG VUSATWONG KAl TNG XOPrynong Tou mapdyovia
2-mercaptoethanesulfone.

9. OEPAMNEIA ZYNTHPHXZHXZ THX YOEXZHX

H pakpoxpovn KAVIKA epmelpia®® éxel Seifel 6T N mopeia
TNG VOOOU UETA TNV EMITEVEN VPEONG TTOIKIAAEL CNUAVTIKA
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HETAEL TwV aoBevwV pe AXA. YTTOTPOTIH TNG VOOOU UTTOPEL
va oupPei oto 30-50% TWV acOeVWV TTOU €XOUV ETTITUXEL
UQEON META TNV OAOKANPWON TNG EMAYWYIKAG Bepareiac.
TNV MAeloPn@ia Twv acOevwv EMTUYXAVETAL UPEDN, EiTE
pakpoxpovn, cuvexI{OUEVN VYEDN, €iTE E Hia 1} TTEPIOCO-
TEPEG UTTOTPOTIEG eVOLAPEDQA, KATA TN SIAPKELA TNG TTAPA-
KoAoUBnong, evw kdrmotol dAot Siatnpouyv évav emiovo,
XOUNAOG Babud evepydtntac.t?’ Mol onpavTikn €ivat n
TIAPATAPENON, TTOL TIPOKUTITEL ATTO TN MEAETN TNG éKBaong
TWV a0OEVWV OTOUG OTTIOIOUG N AVOOOKATACTAATIKN Ogpa-
meia SIOKOTINKE UETA TNV €MiteVEN LEPEONG, OTL O PUOUOG
TWV LUTTOTPOTIWV TWV ACOEVWV AUTWV Eival TTAPOOLOG IE TOV
avTioTolxo pUBUS TWV UTTOTPOTIWV TWV ACOEVWV Ol oTTo(oL
TAPEUEIVAV UTTO AVOOOKATACTAATIKY Ogpareia yla peya-
AOTEPO XPOVIKO StdoTtnua.? Ev 0Pl Twv pn avactpéPiuwyv
AVEMOLUNTWV EVEPYEIWYV TTOU oxeTiCovTtal pe Tn Bepareia,
AAAA Kal TOU YEYOVOTOG OTL O PUOUOC TWV UTTOTPOTIWV
ep@avifetal mapoOUoLog HETAEY TwV aoBeVWV o€ UPEDN Ol
omoiot Aapdavouv HaKkpOXpoveG BepaTieieg KAl AUTWV OE
U@eon TTou €xouv Slakoel Tn Bepareia, eival mbBavov oti
TIPETEL va eEATOUIKEVETAL N ATTOPACH OXETIKA UE TN S1dp-
Kela TnG Beparmeiag.t Me BAon Ta oTolxgia TTOU TIPOoEKUYP AV
amo TNV TTPOAVAPEPOUEVN HENETN, N omoia TepIANapBave
350 aobBeveig pe 1Iotohoyikd emPBeRaiwpévn AZA, n Bgpa-
neia ocuvTPNOoNG apopd Kupiwg oToug acBeveic uPnAov
KivOUVOU UTTOTPOTIAG, Ol oTtoiol &N €xouv gu@avioel pia
UTTOTPOTTH, KAl YlO EKEIVOUC TTOU CUVTNPOULV évav Babuod
€vEPYOTNTAG TNG VOOOUL TTapd TN ARYn TnNG KATtAAANANg
BOeparmeiac. Avau@ioBATNTA, N avayvwplon TwV CUYKEKPL-
HEVWV a0BeVWV OTOUC OTTOI0UC gival ao®alng n Slakorn
NG Bepareiag, oe avtiBeon pe ekeivoug mou xpetdlovtal
Bepameia cuvtrPNONG TNG VPEONC, ATTOTEAE LA TIPOKANON
YA TOV KAWVIKO 1aTp0.8 Evag TPAKTIKOG TPOTIOC TTIPOCEYYIONG
auToL Tou Bépatoc eival n a&lomoinon Twv MPOoYVWOTIKWV
SEIKTWV TNG LUTTOTPOTING, WOTE va SlakplBouv ol acBeveic
mmou Siatpéxouv LPNAS KivOuvo UTTOTPOTTAG. ZAPEig Kal
lOXUPO{ TIPOYVWOTIKOI SEIKTEG UTTOTPOTIAG TNG VOOOU OTIG
AZA €xouv SeixBei va gival n mapouaoia tTwv PR3-ANCA
AVTICWMATWY,? N TIVEVUOVIKN TTIPOGBOAN Kal N TPocBoln
TOU AVWTEPOU AVATIVEUCTIKOU CUCTAMATOC, UE TNV KAOE pia
va cuoyetiCetal pe mepimou SimAdoia avénon tou Kivéuvou
yla UTTOTPOTH. ZNUEIWTEOV OTL Ol UTTOTPOTIEC CUVEPBNoav
01O 26% Twv acBevwv PE Kavévav armd Toug TTapATTAvVW
TTAPAYOVTEG KIVOUVOU Kal 0TO 73% Twv acBevwv TTou gixav
OAou¢ TouC avwTEéPW Mapdyovtec.t H oploTikn wotdoo and-
VTNON O0TO €V AOYW KAWVIKO TIPOBANUa avapévetal va Sob«ei
Ao TNV TUXALOTIOINUEVN Kal EAEYXOUEVN MeAéTn REMAIN,
oV OXeSIAOTNKE PE APOPUN TA TTAPATIAVW EUPATA KAl
Bpioketatumod e€ENEN, Ao TNV VP WTTATKK) OHASA HEAETNG
Twv AZA (EUVAS), kal n omoia Ba cuykpivel Tn cuvéxion
NG Bepareiag pe Tn xopriynon alabstonpivng yia 30 ermi



216

A€oV PAVEG, 0€ oUYKPLIoN PE TN SIaKoT autiG HETA TNV
enitevén MArjpoug LYeonc.

Mpokelpévou va emrteuxOei cuVTHPNON TNG VPEONC, KA
Aoc@AANG emMAoYR, N omoia cuvoudAdleTal Kal UE HIKPOTEPN
T0&IKOTNTA, €ival N HETATPOTTH TNG OEpaTTeiag e KUKAOPW-
o@apuidn oe alabelomnpivn, oe Séon 2 mg/kg cwPATIKOU
Bdapoug avd 24wpo.? Mia TuXaloTIolNUEVN, EAEYXOUEVN
peAétn mmou S1e€rixOn o€ 157 aoBeveic amd 42 kévtpa oe 11
EVPWTTATKEC XWPEC €6€1€€ OTILN XOPriYNON TOU UKOQAIVOAL-
KOU 0&£0¢ ATAV AlYOTEPO ATTOTEAECATIKN YA TN CUVTHPNON
™G LEYeong, evw Sev urPEe S10POoPA GTN CUXVOTNTA TWV
AVEMOUUNTWV EVEPYELWV HETAEL TWV VO TTAPAYOVTWV.%?

H npdopatn évta&n tng pitovipaunng otn Bepaneia
ouvtnpnong twv AZA Sdokipdotnke o€ 115 aoBeveic OAwvV
TWV KAVIKQV QAVOTUTIWV UETA amd TNV eMiTeuEn AR POUG
UPEONG HE TO KAAOIKO OXHA EMAYWYNG PE KUKAOQWO®O-
Hidn kat y\ukokopTikoeldry.6” Ot acBeveic Tuxalomotribnkav
wote va Adfouv gite 500 mg PITOVEIPAUTTNG TIG NPEPEG O
Kat 14, KaBw¢ Kal Tov 60, Tov 120 Kat Tov 180 prva PeTd Tnv
évtaén, eite kaOnuepivn xopriynon alabelomnpivng péxpt tov
220 prva. TEAIKA, @AavnKe OTL TTEPIOCOTEPOL AoOeVEiG amo
auTtou¢ mou éhaBav prtouipdaumnn wg Bgparneia cuvtripn-
ong gixav ouvext{opevn, otabepr L@eon oTov 280 Unva,
OUYKPITIKA PE ekeivoug ou éAaBav alaBelompivn, v n
OLXVOTNTA TWV AVETMBUUNTWVY EVEPYEIWV HTAV TTapdpola.®’
E181kOTEPQ, 29% TWV aoBevwV Tou gixav AdBel alabelompivn
w¢ Bepameia ouvtripnong ekdnAwoav peifova ummoTpoTn
UEXPLTOV 280 Priva, EvavTl pévo 5% twv acBevwv ol omoiotl
gixav AdBel prrovpaunn (HR [hazard ratiol: 6,61, 95% Cl
[confidence interval]: 3-9, p=0,002).°’ O avTIUIKPORBIAKOG
mapdyovtag Kotpipo&alohn éxel emiong SeixOei onUAVTIKOG
yla tnv mpdAnyn Twv UTTOTPOTIWY O€ ACOEVEIC e cuoTNUA-
TIKI} KOKKIWUATWON UE TTOALAYYELTISA, KUPIWG HECW TNG
peiwong Twv emelcodiwv Aoipwéng, mou mbavétata oxe-
TiCovtal pe TNV KdBapon Tou Xpuoifovta OTAPUAOKOKKOU
amd TO AVWTEPO AVATIVEUOTIKO cUOTNMA.*?

10. OEPANEYTIKEZ ENINOTEX A ANOEKTIKH
"H KAl YITIOTPOMIAZOYXZA NOzO

AldPOPOL GAPUAKEUTIKOL TTAPAYOVTEG £XOUV XPNOLUO-
molnBei w¢ mMOavEC eVAANAKTIKEG AUOEIG TIPOKEIUEVOU Va
elaylotomolnBei n To&IkdTNTA MoU OXETICETAL UE TNV KUTTA-
potodikn Bepaneia otoug aoBeveig pe AXA. Meta&l AANwv,
oTn BgPAMeVTIKN TWV MABNCEWV AUTWV £XEL SOKIPMAOTEL O
ouVOLACHOG HEBOTPEEATNC e YAUKOKOPTIKOELOH, O OTTOI0G
OUOYXETIOTNKE PE LYNAA TTOOOOTA UPeoNG (60-90%),555
MG Kal pe au€npévo pubud UTTOTPOTIWY OTN CUVEXELD.> 4
H KAk dpwg gpmelpia amd tn xprnon tng pebotpe€dtng
gival meploplopévn Kat a@opd ISIKOTEPA 0TOUC A0OEVEIC

>. NIONAKH kat I.N. MMOAETHX

UE EEWVEPPIKEG KLUPIWG AyYEUTIOIKEG EKOSNAWOELG, Ol oTTo(0!L
Slatnpouv oAU kaAd eminedo onelpapatikng Sinbnong.
JUVETIWG, ol acBeveig pe omoladrimote €vOel§n VEPPIKAG
ouppeToxng Sev mpémel va Aaufdvouv Bepaneia pe pe-
Botpe&atn.

J€ MIA TMAOTIKN MEAETN,*® TO HUKOQAIVOAIKO o&U armo-
SeixOnke ao@AANG KAl ATTOTEAECUATIKOG EVAANAKTIKOG
TTAPAYOVTAC YIa OAOUC TOUC ACOEeVEIC EKTOC amod évay, PE UN
aAmeIANTIKEG Yia TN {wr, UTTOTPOTIACOUOEG 1) AVOEKTIKEG HOpP-
PECAZA, av Kal AAOL HEAETNTEG £XOLV AVAPEPEL CNUAVTIKN
TAoN UTTOTPOTIAG PE ToV eV AOYyw TTapdyovta.”” H mpooOnkn
HIaG HETPLAC SOGONG KUKAOOTIOPIVNG OTO HUKOQAIVOAIKS 0&0
£XEL AVEL ATTOTEAECHATIKN Y10 TNV EMAYWYH TNG UPEONG, OE
Hla Hikpr oglpd aoBevwv pe umotpomadlouoa rj avOeKTIKA
AZA.%8 Yidpxouv €miong MOANEG TTIPOCPATEG AVAPOPEG
TIOL TIEPLYPAPOLV OEIPEC A0BEVWV PE AVOEKTIKA VOO0, Ol
omoiol, TEAIKA, TETuxav VPEoN PETA amd Beparmeia Ye To
HOVOKAWVIKO avTiowua pItou&Ipdunn, To omoio cuvdud-
OTNKE €ITE UE KOPTIKOOTEPOELSON EITE UE KUKAOPWOPAUION
1 Kat pe ta dvo.#

11. IPONQXTIKOI AEIKTEZ ENMIBIQZHXZ AZOENQN
KAI NEOPIKHZ AEITOYPTIAZ

H mpodyvwon otig AZA amoteAei TOAU onpavTiko Béua
TOO0O0 Yla TOV KAWVIKO 1aTpd 000 Kal yla Tov acBevry. Mia
TIDOOTITIKN HEAETN O AOOEVEIC UE KPOOKOTIIKY TTOAU-
ayyetitida £€6e1&e 611 0 OXeTIKOG KivOuvog Bavatou ntav
TEPITTOU 9 POPEG HEYAAUTEPOG OTOUG ACBEVEIG TTOU gixav
TIVEUUOVIKN alpoppayia katd tn Sidyvwon Kal 4 @opég
peyaUTepOG o€ aoBeveig pe c-ANCA CUYKPITIKA UE EKEI-
voug mou gixav p-ANCA, eV 0 OXETIKOG KivOuvog TTVeEUO-
VIKNG alpoppayiag Sev Siépepe avaloya e TO TTPOTUTTO
Twv ANCA.“ H xprion TNG KUKAOPWo@auidng peiwoe Tov
Kivéuvo Bavdatou mepimou 6 popég o€ CUYKPION PE TN
povoBepareia pe YAUKOKOPTIKOEISN.* H pakpoxpovia
avAaAuon Twv acOeVWV E CUCTNUATIKY KOKKIWHATWON UE
moAvayyelitida, mou gixav avTIHETWITIOTEL HE TOV oUVSU-
QOO YAUKOKOPTIKOEIBWV KAl KUKAOWOo@apidng, é6ei€e
OTL N nAKia >50 €tn Katd TN Stdyvwon, N TVEVLIOVIKA i N
VEQPIKN TTPOC oA cuoyxeTifovTtal pe avénon oxedov katd
4 @popég Tou Kivduvou Bavdtou.?

3’4, TL apopd OTN HAKPOXPOVIA VEPPIKA eMBiwon, @a-
VNKE OTL OL LOXUPOTEPOL TIPOYVWOTIKOI SEIKTEC €ival n Kpea-
Tvivn 0poU Katd TNV mpwtn S1dyvwon, N pavpn QU Kain
ONMAVTIKN apTNPIOCKA-ipUVON 0TN VEQPIKN Bloyia. Map’ ott
NTav ca@ég Mwe 600 LYNASGTEPN NTAV N KPEATIVIVN 10680V
TOOO XEIPOTEPN TAV N HAKPOXPOVN TIPOYVWON, WOTOCO SeV
Katéotn Suvatdv va kaboploTei éva enimedo Kpeativivng
TAavw armo to omoio n Bepareia Ba RTav avwPeAn, a@ou To
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50% twv acBevwv mou ATav eEapTwHEVOL armd alpokabapon
KaTA TN S1AyVWwon EMAVEKTNOAV VEPPIKN AEITOUPYia OE TETOI0
BaBuo wote va emrpéPel SIaKOTH TNG alpokdBaponc.* Qg
€K TOUTOU, N €yKalpn évap&n avoooKATAOTAATIKNG Ogparei-
aG TTOPAMEVEL N ONUAVTIKOTEPN TTAPAUETPOG 0TN Bgpareia
Twv AZA. O kivuvog Tpoodou oe XNNTZ, petd tnv apyikn
avtanékplon otn Bepareia, oe aoBeveic ue ANCA ormelpa-
patoveppitida xel SeixOei va cuoxeTiCetal pe TN PeTABOAN
Tou puBUOU omelpapaTikig SINBnong evtég 4 pNvwv amod
TNV évapén tng Oepareiag. ZuyKeKpIpéva, N availuon, N
omoia éAafe v’ OYn TNV Kpeatwvivn Bdaong, to €idog Tng
BOepameiag kat Tov Tumo Twv ANCA, €8e1€e 0TI ol aoBeveig
Ue peiwon Tou puBuol onelpapatikig diibnong =8 mL/
min/1,73 m? Atav 5,6 @opéc mo mbavo va e§ehixOouv oe
XNNTZ an’ 6,11 ot aoOeveig pe oTaBepd pUBUOG CTIEIPAMATIKAG
dinBnonc. H umotpornr and povn TG AvnKe €miong oTl
avaveltnv mbavotnta mpoddou oe XNNTX katd 4,7 popég,
UE ToV OXeTIKO Kivouvo va amodidetal €€ oAokArjpou otnv
UTTOTPOTIA TNG VEPPITIOAG. 3 € aoBeveiq pe coBapri vEQPIKN
Suoeitoupyia, opeNépevn o ANCA omelpapatoveppitida,
ol SeikTeG TPOYVWOoNG Tou puBUOUL oTTEIPAPATIKAG S1RONoNG
12 pAVEG PETA TN Stdyvwon fTtav n nAKia, To ToGooTO TWV
(PUCIONOYIKWV OTIEIPAPATWY, 0 BAOUOG TNG CWANVAPIAKNAG
atpo@iag kal ot evooemOnAaKéG SINONOEIG 0T VEPPLKN
Blowia.” Emiong, ot mMOavoTNTeG avAKTNONG TNG VEPPLKAG
Aertoupyiag av§davovtal oNUAVTIKA PE TNV TTPOoOnKN TG
TAACHAPAipeoNG OTNV eMaywyiKn Bgpamneia.”” H avdiuon
KAVIKWV, I0TOTTAO0AOYIKWYV KAl OPOAOYIKWV SeSoUEVWY OE
éva peydlo Seiypa acBevwv pe AZA, Tou otpatoloyriOnkav
AOYW TNG VEPPLIKNAG TTPOCROoANG, £6etée 611 TO 23% amo éva
ouvolo 334 aocBevwv ol omoiol gixav AdPel Beparneia amo-
SeixOnkav avBekTikoi og autr. H mAeloyneia andé autoug
o8nynonke oe XNNTZ evtog 2 unvwv. To BrAU @UAO, N pavpn
(PUAN Kal N ooBapdTnTa TNG VEPPIKNAG TTPOCROANG amoTe-
Aouv mpoyvwoTikoUg Seikteg avtiotaong otn Oepareia.
O OXeTIKOG KivOUVOG avTioTaoNG OTNV AVOCOKATACTOAN
@Aavnke va avéavetal katd 1,28 popEg yla kabe avénon
NG KPEATIVIVNG TOU 0poU katd 100 umol/L (1,13 mg/dL).2
Eival xapaktnploTiko o1t ol acBevei mou akoAouBouv pia
TopEeia e e§APOELG KAl UPETELG TNG VOOOU, oL oTToieg Sev ava-
yvwpilovtal éykaipa amod Tov KAIVIKO 1aTpO, aveupiokovTal
OThN OUVEXELD UE TIPOXWPNHEVN OTIEIPAATOCKA}pUVON KAl
EKTETAPEVN SLAPEDH iVvwon TN XPOoVvIKH OTiypr) TG SlayvwoTt-
KNG Bloyiac. Mo mpdo@ata, Yia LEAETN TTOU CUUTTEPLENAPBE
155 aoBeveig,”? ol omoiol katd tn didyvwon sixav cofapnr
veppIkn SuoAeltoupyia, €0€l€e OTL EVTOC 4 PNVWV ammo Tn
VEQPIKNA Bloyia 51% twv acBevwy gixav avtamokplOsi otn
Bepaneia, 35% mapépevav e€apTWIEVOL Ao alpokdBapon
Kat 14% amePiwoav. H avaluon pe HOVTENO CUVTPEXOVTOG
KivdUvou €6ei€e 6t ot umoloyilopevol puBuoi XNNTX kat
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OvntoTtnTag oxeTI{OUEVNG UE TN VOOO ATaV 26% Kal 17% oTo
1o €10¢, evw ota 5 €tn Atav 32% kat 28%, avtiotoixa.”” H
BOepareia pe KUKAOPWOPAUISN Kal N OXETIKN avTamokpion
oTov 40 pRva @Aavnke va cuoxetifovtal aveEdptnta Ue Tn
ve@plkn emBiwon kat Tnv emPiwon tov acBevoulg, petd
amé MPOCAPOYH YId TO TTOGOOTO TWV PUGCLIONOYIKWY OTIEL-
PAUATWY, TOV IOTOAOYIKO SEIKTN XPOVIOTNTAG KAl TA BaCIKA
KAIVIKA XOPAKTNPIOTIKA.2 MOVO 5% Twv aoBevwv amd autoug
Tou Mapépevav e€apTWHEVOL aTTd alpoKABapon 4 UAVEG
HETA TNV évapén Oeparmeiag avékTnoav VEQPIKN AelToupyia.
Meta&V tTwv aocBevwv ol omoiol gixav Adfel Bgpaneia pe
KUKAOQWO@AUidn, n mbavotnta avtanokplong Bpédnke
>14% akopn Kal av gixav tov uPnAoTepo SeIKTN XpovioTNTag
oTNn VEQPIKNA Bloyia Kal o puBudC OTTEIPAMATIKAC S1InBNong
ntav <10 mL/min/1,73 m2. O1 epguvnTég KatéAnéav oto
CLUTEPACUA OTL, TTAPA TO YEYOVOG TTWG TO XAUNAO emimedo
VEQPPIKNG AElTOUPYiag Kal ol coBapég VEQPIKEG PAAPBEG
oxetifovtal He LKPOTEPEC MIOAVOTNTEG AVTATIOKPIONG OTN
Oeparneia, ev TouTolg Sev pmopei va TPoodLloploTEi Eva eTi-
medo VEQPPIKNAG AElToupyiag mavw amod to omoio n Ogpareia
KPIVETAL AVW@PENN, EVW N CUVEXION TNG AVOCOKATAGTOANG
mépa amo Toug 4 YUAVEG gival amiBavo va w@eAACEL TOUG
aoBeveig ol omoiot cuvexi{ouv va TTapapévouy E0PTWHEVOL
ano aipokdbapon.”?

3’ 6,1 agopd oTtoug acBHeveicg ot omoiol evtdocoovTal
O€ XpOovio Tpodypapua eEwWVePPLKRG KABapong, wg amo-
Té\eopa ANCA onelpapatoveppitidag, éxel Ppebei otTI 0
PUBUOC UTTOTPOTING TNG VOOOU, EKPPAlOUEVOC WG EMTEICOSIA
€€apong/aocBevi-£€TOG, HEIWVETAL CNUAVTIKA CUYKPITIKA
UE TOV avTioTolxo pubud urmoTponmwy TwV iISlwv acBevwv
mpv anod tnv évraén oe xpovia aipokdabapon (amdé 0,08
enelo681a/aoBevi-£1o¢ o€ 0,02 emelcdS10/ac0evi-€T0G),
AAANG Kal CUYKPITIKA UE TOUG aoBeVeiG TTou €xouv KaAn
VEQPIKN A&etToupyia (0,16 emeloddia/acOevii-€1oc).”? Avti-
Oe1a, 0T XPovia alpokddapon auAvetal CNUAVTIKA N
ouxVOTNTA TWV coBapwV AoIpWEEWY, Ol OTTOIEC aTToTEAOUV
KAl TNV KUpLa aitia BavAatou 0Tn CUYKEKPLUEVN OpAda TwV
aoBevwv. Q¢ ek TOUTOU, N XPHON TNG AVOCOKATACGTAATIKNG
Oepaneiog oe aocOeveic pe AXA ol omoiol Bpiokovtal urtd
XPOvia alpokdbapon TPETTEL va YIVETAL e HEYANN TIPOCO-
XN Kal JOVOo 0g autoUG TouG aoOeVeig TTou £XouV evepyo
vooo og e§wvepplkd Opyavo, n omoia éxel empPBeRalwbdei
loTOAOYIKA.”?

EYXAPIZTIEX

EuxapiotoUue Tov ouvepydtn uag, ei6iké maboAoyoava-
TOHO veppPOoU K. I. Aiarn, yia Ti¢ uPnAnG moldTNTag EIKOVEG 1
kat 2 ue ANCA omeipauatoveppitida.
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Antineutrophil cytoplasmic autoantibody (ANCA) associated vasculitis with renal involvement
S. LIONAKI, J.N. BOLETIS
Department of Nephrology and Transplantation Unit, “Laiko” General Hospital, Faculty of Medicine, National and
Kapodistrian University of Athens, Athens, Greece

Archives of Hellenic Medicine 2017, 34(2):207-220

Pauci-immune glomerulonephritis, which is the most common cause of aggressive glomerulonephritis, may occur
as a renal-limited disease or as a component of systemic necrotizing small-vessel vasculitis. It is characterized histo-
logically by paucity of staining forimmunoglobulins, and by immunofluorescence along with fibrinoid necrosis and
crescent formation on light microscopy. The vast majority of patients have antineutrophil cytoplasmic antibodies
(ANCA) in their circulation, which participate in the pathogenesis of the disease. Pauci-immune glomerulonephritis
often manifests with a rapid deterioration in kidney function. This may be accompanied by distinctive clinical fea-
tures of systemic necrotizing small-vessel vasculitis of one the following clinical phenotypes: Microscopic polyangi-
itis, granulomatosis with polyangiitis or eosinophilic granulomatosis with polyangiitis. Small vessel vasculitis associ-
ated with ANCA may present with a wide spectrum of vasculitic manifestations in various organ systems, both at the
time of clinical presentation and during the course of the disease. ANCA specificity is associated with distinct clinical
syndromes each with a different prognostic profile. The key element in the management of patients with ANCA as-
sociated vasculitis, with or without glomerulonephiritis, is clinical acumen, which results in timely diagnosis. Speed
in diagnosis is crucial for the timely institution of immunosuppressive therapy aimed at removing circulating auto-
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antibodies and quelling the inflammatory process.
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