EAAHNIKH PEYMATOAOTIKH ETAIPEIA

& ENAITEAMATIKH ENQZH PEYMATOAOIQN EANAAOZ

(E.P.E.-EN.E.P.E.)

Etoc 16pUoswc 1960

KateuBuvtipleg odnyieg

yla tn Bepamneia twv

ZUCTNHOTIKWV Ayyeutidwv

MadpTtiog 2015

Juyypadeic:

Kwvotavtivoc Owudc’, Xpiotiva Toaandkn’, Xpriotoc Koutotavdc, Anpntotog
BaoAdmouAog?

' MaBoAdyoc, > PeupatoAoyog, * MaBordyoc, ¢ Peupatohdyoc, AvamAnpwtrg Kadbnynthg
MNaBoloylag - Peupatoioyiag

Movada KAwiwkng Avoooloyiloc-Peupatoloyiag, B’ MaBoloyiky KAk kot Opwvupo
Epyootnplo, latpikn ZxoAr EKMA, Imtmokpdteto INA, ABrva

Me tn cup oA Twv:
Kuptaknc¢ Mrmokr): Peupatoloyog, A/vtpla, SiopovoyAelo Noookopeio, ABriva

Anuntpiov Mmovuma: Peupotoloyog, Kabnyntrig Maboloyiag, latpwkr IxoAn EKNA, A’
Mpomnatdeutikr Mabohoyikn KAwvikn, Attikd Noookopeio, ABrva

Métpou I1. Xpnkakn: Psupatoloyog, KaBnyntrg Maboloyiag, latpikry IxoAn EKMA, A’
MNpomawdeutikn NaboAoyikn KAwvikn, Aawko INA, ABrva



APTHPITIAA TAKAYASU

H opmpitwda Takayasu eivor pio oyyetdtida peydiov peyéBovg ayyeimv mov
eppaviCetar ovvnbog oe dropa nAkiog kKato tov 40 etdv kot yopaktnpiletor omd
KOKKIOUOTOON GAEYLOVI] TOV TOYYDUATOS TNG QOPTNS Kol TV KAAOWV TG, evd pmopel va
TPOGPAAAEL KO TIG TVEVHOVIKES KO oTEQOVIaieg aptnpies. Aaxpivovion 5 thmotr avaroyo pe
NV €KT0oT TPOSPOANG NG 0opThg (LEUOVMUEVE GTO 0OPTIKO TOEO €mg TPOGPoAr OANG TNG
AOPTNG Kot TOV KAGS®OV TNG) SIKOLOAOYDVTOS TNV TOIKIAIN T®V GUUTTOUATOV TOL oyeTilovTat
KUPIOC UE TNV UEIWUEVT] GLOTIKT PO} OTOVS 1GTOVE TOV OPOELOVTUL OO TO TPOGPAALOUEVE
ayyeio. (YOAOTNTO GKP®V, TOPOJIKA ICYOUUIKE EYKEQPUAIKG ENELGOOLN, PETIVOTADELX,
apTNPLOKY LIEEPTOOT]). XAPAKTNPIOTIKO KAIVIKO EDPTLLOL Ol UELMUEVEC TEPLPEPIKES GOVEELS N
QKOWO KOL 1] ATOVGio 0TV, €500 KoL 1) OVOLOGTN TNG O KACPUYUN VOGOCO».

Ymv mAgtoynoeio Tov acbevav (80%) 1 vocog dwdpdapel pe ETOVAAQUPOVOUEVL
EMEICO0L0 EVEPYOV PAEYUOVIG TOV AYYEIDV, OONYDVTOG GTNV avAYKN HoKkpoypovng Bepameiag.
H guown etopia g vocou dnAdvel OTL 0 TEPLOPIGUOG TNG PAEYUOVMDIOVG O1adIKUGING GTO
ayyewko tolyoua, mpw dnuovpyndel onupavtiky PAAPN oe avtd, oyetiCetar pe KaAvtepn
Tpoyvoot. O anoteAespoTikdg Yepopds v acbevav pe aptmpitido Takayasu amoitel oyt
puévo €leyyo g evepyov PAAPNG ota ayyeio aAld Kot TOV XpOVIOV EYKATEGTNUEVOV PAaPdV
mov emnpedlovv TV mPOYvwon TS vocov (coPapn avemdpkew aoptikng PoAipidag,
aptnpoKn véptacn). Ta KopTikooTePOELdN AmoTELOVV T0 Pacikd okELOG TOV BepamevTicon
GYNUOTOG, GLYVE OU®G O TEPMTMGELS GOPaPNG TPOSPOANG N AvOEKTIKNG VOGOV omatteitan 1
TPOCHNKN Kot GAA®Y OVOGOKOATAGTUATIKAV TOPAYOVIMV.

Mo v évapén g aywyng TpoteiveTat 1 xoprynon Tpedviolovng (1 avaroyrn d6om
pebuinpedviloddvng) 40-60 mg nuepnoimng amd to otopatog (Pos, wivakag 1). H didpketa
YOPMYNONG TNG CLYKEKPLUEVNG OGN G TtpoteiveTol va givar 1 punqvag kot emg 6tov veebodv Ta
GUUTMUOTO KOl GTI GUVEXELN GLOTIVETOL GTASLOKT PElOT TG 0OGTC.

Y& TMEPIMTAOOELS aVOEKTIKNAG VOGOV 1] EUPAVIONG AVETIOOUNTOV EVEPYELDV OO TN
¥PNON TV GTEPOEIODV, GLGTNVETOL 1 TPOGHNKN avoGoTpoTOTOMTIKOD TopdyovTa. TIpd
gmloyn anotelel N pedotpeéarn (15-25 mg/efdouada pos 1 vVodopiwc-SC) pe mapdAAnin
yopnynomn euAiikod o&éog (5 mg/eBdouada pos) | n aledsrompivy (2 mg/kg/muépa pos).

Y& TEPMTOOELS amoTLYIOG N AVTEVOEIENG YOPYNONG TOV TUPUTOVD TAPOYOVI®MV
npoteivetan ) yoprynon infliximab (yopiynon extoc exionune évéeréng): 3-10 mg/Kg ava 4-8
gBdopadeg IV 7 tocilizumab (yopiynon extoc emionune évoeilng): 8 mg/Kg avé punva IV 1
mycophenolate mofetil (yopnynon extoc emionuns évoeing): 2 gm/muépa pos M
KuKAoQmo@apiong: 2 mg/Kgmuépa pos.

e TEPINTOOT VIOTPOTNG TNG VOCOU LETA TN O10KOTH TOV GTEPOEWOMV TPOTEIVETOL M)
EMOVEVOPEN NG OYOYNG ME OUTA KOl GE [N OVTOTOKPIoT oKoAovOgitan T TPMOTOKOAAO TNG

avlextikng popone. o tov Tpocdiopicpd g evepyotntag g vosov &xovv mpotabel ta
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kpumpwa Tov Kerr (BA. Hapdpua 1). H mapovsio tov TOTIKOV ayyeloypoeikdy Vp1UATOV
G€ TMEPLOYES OV TPONYOLUEV®DS Ogv elyav mpooPAnbel amoterel 10 mo afldmcTo oToL)Eio
eEEMENG kot emdeivong g vOcov.

IIpokelpévov va TEPLOPIGTOVY O1 OVETIBVUNTEG EVEPYELEG TOV GTEPOELODY GLGTIVETL
TAKTIKOG EAEYXOG TV EMIESOV TNG YALKOLNG 0pol KOBMG Kol TV EMTESWDV TNG OPTNPLUKNS
mieong evd TPOTEIVETOL 1 TALTOYPOVI] ANYN OVIIOGTEOTOPMTIKNG aymyns. TéAhog, o€
EMAEYUEVEG TEPIMTAOOEL GCUCTNVETOL 1 YEPOVLPYIKN OVTIUETOMTION GoPapol  Paduov

OTEVOUEVOV AYYEIOV LE OYYEIOTANGTIKY 1 TOTOOETNON stents.

Mivakoag 1
APTHPITIAA TAKAYASU
ApacTikij ovcio, 00d6¢ Xopijynons Aoon
Hpedvilorovn pos 40-60 mg/mpépa
n
MeBvimpeovilorovn pos 32-48 mg/muépa
AYXANEZIA XTA KOPTIKOXTEPOEIAH

Iy emidoyij
MzeBotpegat pos 1 sc 15-25 mg/eBdopdada
AlaBerompivy pos 2 mg/kg/muépa

2y emioyny
Infliximab* iv 3-10 mg/kg ava 4-8 efdouddeg
Tocilizumab* iv 8 mg/kg/unva
Mycophenolate mofetil* pos 2 gm/muépa
Kvkhopmopapion pos 2 mg/kg/muépa

YIIOTPOIITAZOYXA NOXOX

(netd T Swoxomn TG APIKG AYOYNC)
Hpedvilorovn pos 40-60 mg/mpépa

MebBvimpedvilorovn pos 32-48 mg/Mmuépa

* Xopnynon ektdg enionung évoeiéng (off-label)

BIBAIOT'PA®IA

- Mukhtyar C, et al. EULAR recommendations for the management of large vessel vasculitis. Ann
Rheum Dis 2009;68:318-23.

- Pipitone N, et al. Recommendations of the Italian Society of Rheumatology for the treatment of the
primary large-vessel vasculitis with biological agents. Clin Exp Rheumatol 2012;30:5139-S161.

- Unizony S, et al. Tocilizumab for the treatment of large-vessel vasculitis (giant cell arteritis, Takayasu
arteritis) and polymyalgia rheumatica. Arthritis Care Res (Hoboken ) 2012;64:1720-9.

- Comarmond C, et al. Anti TNF-alpha in refractory Takayasu's arteritis: cases series and review of the
literature. Autoimmun Rev 2012;11:678-84.



TINT'ANTOKYTTAPIKH (KPOTA®IKH) APTHPITIAA

H yryavroxvttapkn apmpitida givar n cuyvdtepn HOpO GUGTNUATIKNG OYYEUTIONG
ov TPoGPariel aptnpieg pecaiov katl peydrlov peyébovg oe evijhikeg dvo tov 50 gtdv. H
xPOVIOL PAEYLOVT] QpOpE TNV 00pTI Kot TOVG Kupiwg KAASOVG TG e 1dtaitepn mpoTipnon e
KAAdoLG NG €E® KapTIOAS (EMMOANG KpoTapikn aptnpio, YA®GoIKN aptnpin) Kot TG €00
kapotidag aptnpiog (o@OoAkn aptnpic), 0dNYOVTIOG G€ TOIKIANG PopdTnTog KAWVIKA
ocvpntopoate. H andieia g opaong cvppaivel oto 15-20% tov nepimtdoenv katl ypniet
enelyovoag OepamevTIKNG AVTIILETOTIONG.

H mpocfoin tng aoptig (YIyavTtoKLTTOPIKN apTnpitida LEYGA®MV ayyeimv) dtodpapet
oLVNOMG VTOKAIVIKA 00NYDOVTAG GTOV GYNUOTIGUO OPTNPLOKAOV OVEVPLOUATOV WE OmdTEP
EMITAOKN TOV S0 ®@PIoUS Kot TNV pNEN QVTOV G€ £va LUKPO TOGO0TO TOV AGHEVDY.

Ta KopTIKOGTEPOELON OMOTEAOVY TOV akpOoy@Viaio Alfo tng BepamevTikng ay@wyng g
YUYOVTOKVUTTOPIKNG  opTNpitidag  €AEYYOVTOG  OMTOTEAECUOTIKG TO  CUUATOUOTO  TNG
GUOTNUOTIKNG QAEYUOVIC OALG Kol TPpoAapuPavovtag Hovipes PAGPec oty TAsloynpia TV
TEPMTOGEDV (Y. andAieln Opaons). To Bepansvtikd oynuo kabopiletar amd v Tapovoin
eMIAEYUEVIC I UN TPOGSPOANG (ivakag 2).

Y& pn emumheypév YIYOVTOKUTTOPIKY] apTnpitida tpoteiveTal 1 évapén aymyng ue
mpedvilordvn (1 avaioyn d6om pebvinpedvitolovng) 40 — 60 mg muepnoing amd TOL
oTOUATOG (POs) Yia ¥povikd didotnua 1 unvog €mg 6Tov VEEBOVV To GLUTTOUATA KOL KOTOTLY
GLVIOTATOL OTAOL0KT Hei®oT TG dOOMG.

Y& TEPMTMOOELS OOV EYOVUE EMELYOVOES KOL OTEIANTIKEG KATAGTAGELS, OO VIO
eEEMEN ammAelo Opaong 1 TOPOJIKY| OUADP®ON OPACTS, TPOTEIVETAL 1| YOPNYNON DOEMV
pebuvinpedvilorovng 500-1000 mg  nmuepnoiong IV yww 3 nmuépec koar ot cLVEKEL
wpedvilohdvn (] avdioyn d6on pebvinpedvilolovng) 1 mg/kg nuepnoing pos (pe uéylom
doomn 60 mg/mu.). Me v emitevén eAéyyov TOV GUUTTOUATOV GUGTNVETUL TPOOOEVTIKY|
peimon g 06omgG.

H vk ovuntopotoloyic o cuvdvacpd pe TNV wopakoilovOnon Ttov
gpyoompokav mapapétpov (TKE, CRP) kabopilovv tov pubud peimong g d6omg tov
GTEPOELODV, AV KOl 6TOY0G, €Tl A&yYOL NG VOGOV, givan 1 dlokon| TG Oepameiog petd to
mépag 18-24 umvav.

X MEPMTDOGES OVOEKTIKIG VOGOV 1] EUPAVIGNG TOPEVEPYEL®OY OO Tn YpNHon Twv
KOPTIKOGTEPOELOMDYV, TPOTEIVETAL 1| TPOGHNKN GVOGOTPOTOTOUNTIKOD TOPAYOVTH OTMC Ol
Katodu

- pnebotpegarn (10-20 mg efdopadiaing pos 1 SC) pe TOVTOYPOVN XOPNYNCT PLAMKOD

o&éog 5 mg gfdopadiaimg

- afaBsompivny (2mg/kg/muepncing pos)

- tocilizumab (xoprynon extoc enionung évosiEnc) 8 mg/kg IV unviaiong
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e mepintomn vAOTPONG TS CVUTTONATOAOYINGS TpoTeiveTaL 1) EmavEVOPEN N 1 abENOM
™G 000NG TV YOPNYOVUEVOV KOPTIKOGTEPOEW®MV. L& UN OVIOTOKPIOTN, oKoAovBeital 1o
TPOTOKOAAO NG avBekTIKNG LopPng (BA. aveOTEP®).

IIpokepévou va TEPLOPIGTOVY Ol OVETIBVUNTES EVEPYEIEG TOV GTEPOEWOMY GUGTIVETAL O
TAKTIKOG EAEYXOG TV EMIESOV TNG YALKOLNG 0pol KOBMG Kol TV EMTESWDV TNG OPTNPLUKNS
TEoNS €V TPOTEIVETOL 1 TAVTOXPOVY] ANYN OVTIOGTEOTOPMTIKNG aywyng. EmumAéov,
TPooONKN  avtioponeToMokng oyoyng (aompivn  75-100mg/Mmuepnoing), &KtoOg TOV
TEPMTMOGEWDY TTOV VIAPYEL OVTEVIEIET, QaiveTon OTL £yl emmpooheta OeTikd amoteléopata
GTNV UVTIPAEYLLOVAOOT OpACT) TV GTEPOEODV.

Mivokag 2

I'TANTOKYTTAPIKH (KPOTA®IKH) APTHPITIAA

Apaoctiky ovoia 0doc Xopipynons Aoo
A. MH EITIITAEI'MENH NOXOX

Mpedvilorovn pos 40-60 mg/muépa
n
MeOvinpedvilorovn pos 32-48 mg/muépa

B. NOXOX AHEIAHTIKH FIA THN OPAZH

MegOvimpeovilorovn iv 1 gr nuepnoing yo 3 nuépeg
KAI
ITpedvilorov pos 1 mg/kg/muépa

I' ANOEKTIKH NOXOX H

AYXANEEIA XTA KOPTIKOXTEPOEIAH

MeOotpeEatn pos M sc 15-25 mg/eBdopada
AloOzr0mpivny pos 2 mg/kg/muépa
Tocilizumab* iv 8 mg/kg/unva

Mpeovilorovn pos 40-60 mg/mpépa
n
MeQuinpedvilorovn pos 32-48 mg/muépa

* Xopnynon ektdg enionung évoeiéng (off-label)

BIBAIOT'PA®IA

- Dasgupta B, et al. BSR and BHPR guidelines for the management of giant cell arteritis.
Rheumatology (Oxford) 2010;49:1594-7.

- Mukhtyar C, et al. EULAR recommendations for the management of large vessel vasculitis. Ann
Rheum Dis 2009;68:318-23.

- Pipitone N, et al. Recommendations of the Italian Society of Rheumatology for the treatment of the
primary large-vessel vasculitis with biological agents. Clin Exp Rheumatol 2012;30:5139-S161.

- Unizony S, et al. Tocilizumab for the treatment of large-vessel vasculitis (giant cell arteritis, Takayasu
arteritis) and polymyalgia rheumatica. Arthritis Care Res (Hoboken) 2012;64:1720-9.



ANCA ATITEIITIAEZ (GPA, MPA)

O oyetilopeves pe ANCA ayyetitideg amote AoV VOOTLOTH UE TOAVGLGTIUOTIKY
TpocPoin mov yopakTnpilovtal and VEKPMOT Kol GAEYLOVH] TOV UIKPOV Kupimg ayyelwv.
[Meptropfévouv TV KOKKIOPAT®OGT PE Tolvayyelitida (tpodnv vocog Wegener, GPA),
jkpookomky mohlvayystitida (MPA) xot TV MOGIWVOQIMKY] KOKKIOUAT®OG] NE
molvayystitido (mpodnv ovvopopo Churg-Strauss. EGPA). Agopodv dtopo kot tov 0o
QOA®V UE peyoAvTepn emintoon otig nAkieg 65-75 et@v. Ta opyava mwov mpocsPdAilovtan
GLYVOTEPQ EIVOL TO AVAOTEPO KOl KOTOTEPO OVOTVEVGTIKO, Ol VEPPOL, TO OEpUa, ot 0PBuApol
KOl TO TEPLPEPIKA veVpa. Xapoktnpilovtal amd VYNnAd T0GOGTO VTOTPOTAOV AKOUN KOl LETA
v enitevén mAnpovg veeonc. H mpdyvmon kabopiletal kuping and v niikia tov acbevoic
KOl T TPovGio 1 Ui VEQPIKNG TPOGROANC.

H extiunon g evepydmrag kou fopdtntog e vooov yivetal pe ta epyaieio BVAS
(BX. TTopaptnpa. 2).

MNEPIOPIXMENH NOXOX

H Oepaneia acBevov pe meplopiopévn voco mepilapfdvet 10 cuvovacuo
KOPTIKOGTEPOEWMV Kol VOGS CLVOGOTPOTOTOUTIKOV Papudkov (mivakag 3). H npedvilorévn
(M avdroyn d6om pebvATPEdVILOAOVNG) Yopnyeitan apyikd amd tov otopatog (I mg/kg/Mmuépa
Kot péylotn 60om ta 60 mg/muépa), pe otadiakn peimon. Xtoyog g Oepaneiog Oa mpémetl va
glvar m peimon g 500mMGg TV KOPTIKOGTEPOEWMOV ata. 15 mg/Mmuépa otovg 3 pnveg, kot ota 5-
10 mg otovg 6 pnveg.

Amd TAEVPAC TOV OVOGOTPOTOMOMTIKMOV (UPUAK®OV, TPMOTN emAoyn &ivar m
nebotpegatn (oe d6om 15-25 mg/efdopdda, pos | SC,) pe mopdAAnin yopnynon LAAKOD
o&éog (5 mg/ePdopdda, pos). Agbtepn emhoyn givan n yoprynon tov mycophenolate mofetil
(extog emionung évoeiEng, 2-3 gm nuepnoing pos).

Iivaxag 3
ANCA oayyetitideg (GPA/MPA)
, , 006g .
ApooTiKi] ovoia . Ado
P 1 Xopnynong K
MNEPIOPIXMENH NOXOX
Mpeovilorovn pos 1 mg/kg/muépa
KAI éva ané to mapoxatm:
1n emioyn
Me0Ootpeéatn pos 1 s¢ 15-25 mg/epoopada
21 gmhoy)
Mycophenolate poS 2 gm/nuépa

mofetil*

* Xoprfynon extog emionung £voeiéng (off-label)



YOBAPH/TENIKEYMENH NOXOX

H Ogpaneia acBevdv pe coPapr/yevikeopévn ANCA ayyetitida meptlopfdaver dvo
oaoelg, v apylkn Oepameia e@dédov/emaymyng xor ) Ogpameia cuvripnong mov
axolovBel (ivaxag 4).

H mpod™ o@don mepopPdaver doeig pebvimpedviCohovne (7-15 mg/kgmuépa
evoopAePBimg Yoo 3 nuépeg), kar akolovbmg yopnynon mpedviLoAdvng omd Tov GTOUNTOG 1|
evooprefimg oe 06om 1 mg/kg muepnoiog. o ™ otadiokn eddttoon Tng d6oNg TOV
KOPTIKOGTEPOEWMV, 10YDEL OTL KO GTNV TEPIOPIOUEVT VOGO. LT GACT 0LTH, 1 YOPNYNON TOV
KOPTIKOGTEPOEWO®MY  opeilel va  cvvdvdletor pe  KuKAoQo@opidon 1 rituximab.
AvolutikdTtepa, 1 KUKAOQOGQauidN uropei va yopnynbei oe evoopréfieg doelg og doon 15
mg/kg avd 2-3 eBdopddec 1 0.75 g/m® avd 3-4 efdonddec. Otav emhéyeton 1 evopAéPia
YOPNYNOT GLVIGTATOL 1] CUUTANPOUOTIKY Yopnynon evdoprefimg MESNA wg mpopoiaéng
£VOVTL TNG AUOPPAYIKNG KuoTitidoc. Evaiiaktikd, 1 KukKAOQOGoEauidn pmopel vo, yopnynoet
amd TOoL otouatog oe oo6on 1.5 — 2 mgkgmuépa. H d6om g kukhopmo@auiong
TPOTOTOLELTAL OVAAOYMG TNG NAKIAG, TNG VEQPIKNG AEITovpYiag Kot Tov appol TV AEVKOV
(BX. Mapapua). H didpketo e ayoyng epodov pe KukAoemo@auidn givor 3 - 6 pivec.

Evalloktikr emhoyn mpdTING YPOUUNG Yo TV opyiky] Oepameio epodov/emaymyng
givar 1 yopfiynon Rituximab, to omoio yopmysitor evdoglePing oe d6on 375 mg/m?
ePdopadiaing yio 4 gfdopddec 1 1 gm pe emovainyn tng d1og 06onG petd and 2 efdopdoeg.
Agbtepevovoo emhoyn yia tn Bepansio epddov/emaywyng eivar 1 xopnynon mycophenolate
mofetil (pos, 2-3 gm nuepnoing). H ocvykekpuévn Oepomeion yopnyeiton extdg emionung
£vde1gng Tov oKEVAGLOTOG.

Kot 1 Oepaneio epoddov/emaymyng Kot oe achevels mov TANPOOV CUYKEKPIHEVES
gvoeielg, ovviotdartar 1 évapén mhacpapaipeonc. Ot evdeielg avtég eivar:

- TaY€MG EEEMOGOUEVT OTEIPALOTOVEPPITION (KpeaTvivn 0opoD > 5.6 mg/dl)

- KOWEMAIKT opopporyiol

- EMIKOAVTITOUEVT VOGOG e GOVOPOUO EvavTl Pactkng uepppavng (anti-GBM)

H 06on ¢ mhaocuagaipeong eivar 1 - 1.5 oAkod Oykov mAdcpartog (TPV) avda
ocuvedpia kot M ovyvoéTTd TG pHio cvvedpio nuepnoing N pépa map’ Nuépa (avaAdymg
évoeléne). H mloouagaipeon mpénel va yivetaw oe €€1dikevuéva. VOOAELTIKG KEVTPO, UE
gumEpio oTNV gQapUOYN TG Hebddov.

Souminpopatikd, ot acbevelc cuviotdral va AauPavoovv ynuelompodrialn Evavti
Pneumocystis jirovecii pe TpiueBonpiun/covipapedololoin omd tov otduaTog e d60M
800/160 mg tpeic popéc v eRdouddn KabdG Kot 0VTIOGTEOTOPOTIKY Oy®YN.

H 6gvtepn pdon mepiiapfaver m Bepancio cuvtipnong. Qg yevikn apyn, n eponeio
oLVTHPNONG TPETEL Vo dlopkel TovAdyloTov 18-24 pnveg petd v emitevén veeonc. [pmt

emioyn glvar  aladgrompivn amd Tov oTOUATOG 68 dO0n 2mg/kg nuepnoine. Evaiiaxtucd,
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pumopovv va yopnynbovv mycophenolate mofetil oané tov otOpOTOG 08 d60M 2-3 gmM
nuepnoimg, rituximab evdopAefing o d6on 500-1000 mg kabe 6 punveg 1 pedotpeéatn and
TOV 6TOHOTOC ) VITodopimg oe doon 15- 25 mg/eBdopdda.

O peifoveg vrotponég (PA. Iapdpmpuo 2) avtipetonifovtol pe To GYNUATO TOV
npoteivovtar otr Bepameio epddov. E1dud otovg acbeveig pe vrotpony| kot pe Ta péypt TP
OedOUEVO OO TIG TUYOLOTONEVEG LEAETEG, TO Tituximab vreptepel TG KuKAOPOoPauiong. Ot
gldoooveg vrotpomég (PA. [lapdpmmua 2) avipetoniloviotl Le Tpomonoinomn g 600mg TV

NN AopPoavouévmv KOPTIKOGTEPOEIDY KOl AVOCOKATUCTOATIKMYV.

Hivokaog 4

ANCA ayyetitideg (GPA/MPA)

066¢
Xopiynong
YOBAPH/TENIKEYMENH NOZOX

OEPAIIEIA EOOAOY/EITAI'QI'HX

ApaoTtiki} ovsia Adon

MegOvimpedvilorovn iv 7-15 mg/kg nuepnoing yio 3 nuépeg
Mpedvilorovn pos 1 mg/kg/muépa
KAI éva amo ta mopokdro:

1n emioy)
Kvukhopmopapion pos 1,5-2 mg/kg/muépa 1
Kvkhopmooapion iv 15 mg/kg ava 2-3 eBdopddeg
Rituximab v 376 mol vt chSondg ya 4
Rituximab v e snavdin e 2

21 gmoyn
Mycophenolate mofetil* pos 2 gm/muépa

Edv cvuvonapyel évo 06 1o KGTOOL:
1. Toyéwg eleliooouevy oreipopotoveppition
2. Koyehiowen ayoppayio.
3. Ilapovoio anti-GBM ovtiocwudrwv
Tote, emimAéov:
Hioopogaipeon
OEPAIIEIA XYNTHPHXHX

In emoyn
AlaOgrompivn pos 2 mg/kg/mpuépa

21 emioyn
MeOotpe&dtn pos M sc 15-25 mg/eBdopdda
Mycophenolate mofetil* pos 2 gm/muépa
Rituximab iv 500-1000 mg xabe 6 ufqveg




OEPAIIEIA YIIOTPOIIHX

Meidwy vrotponi
7-15 mg/kg nuepnoiong

MeOvimpedvilorovn iv Y10 3 nuépec
Mpedvilorovn pos 1 mg/kg/mpépa
KAI éva ano ta mopardto:
1n emioyn
Rituximab v 375 mom v chdonida
Rituximab iv I'em K“‘g%%m‘i’é‘l"g’” hetd 2
21 gmioyn
Kvkhopmopapion pos 1,5-2 mg/kg/muépa 1
Kvkhopmwopapion iv 15 mg/kg ava 2-3 fdopddeg
3n emhoyn
Mycophenolate mofetil* pos 2 gmuépa

* Xoprynon extog emionung £voeiéng (off-label)

HQXINO®IAIKH KOKKICMATQXH ME IIOAYATTEIITIAA
(Zovépopo Churg Strauss, EGPA)

H nocwoeiukn kokKiopdtoon pe molvayyelitido givar n AoV omdvia amd TIg
ANCA ayyetitdec. Ilpoxertanr yio oyyetitido pkpold kol pecoaiov €Vpovg ayyelmv Kot
yopokTneifetol amd VEKPOTIKY KOKKIOUATMOON QAEYHOVY] LE TMOCIWOEAIKN Omdnon oe
acBeveic pe dobpo Kot noowoeiAia v cuyvr| ival Kot 1 Tapovsic pviKdv ToAvtodwv. Ta
ANCA avticopata givar Betikd xoplog oe acOeveic pe veppikn TpocPoin.

Onwc kot ot vworowmes ANCA ayyeltdec, n Oepancion acOevadv pe NOOIVOPIAKH
KOKKIOUAT®O™N pe molvayyelitida kabopiletar amd ™ Paputnta g vocov (mivakag 5). Me
Baon avtn, ot acbeveic drakpivovtar oe 00 KaTnyopies:

- Y& aoBevelg pe ekdNrdoelg amelinTikég Yo ™ {on 1 ™ Aettovpyio opydveov-
oTOY®V (1., KOYeAdIKN aoppayio, Aevkopotovpia >1 gm/24h 1 kpeatvivn >1.57 mg/dl,
pvokopolondOein, cofapn TPOGPOAN KEVIPIKOD T TEPLPEPIKOD VELPIKOD GLGTHLUTOC,
alpoppayio/ioyopio yooTpevteptkod 1 ToyKpeatitidn)

- Xg aobeveic yopis ekdNADoES omEMNTIKEG Yo ™ (o q T AswTovpyia
oPYAvVOV-6TOY OV

Smv apontn katnyopia (oobeveig pe exdnimoelg omentikée ywoo ) {on M ™
Aertovpyia. opydvov-otoymv), n Oepameio dwokpivetal og 600 QAcels, TV apyikn Oepomeio
£QOdoV/emaymyng Kot T Oepaneio cuvtypnong mov akorovbei. H Ogpancio epddov/emaymyng
TEPIMAUPAVEL  KOPTIKOOTEPOEWDN Kol GLYKeEKpEva, mpedviloddvn o odon  0.5-1.0

mg/Kg/muépa (M 10odbvaun 66on uebuimpedviloAdvig), e otdyo v eAdtTmon g d0oNg



ota 15 mg/Mmuépa otovg 2-3 pnveg 6€ GUVOLOCUO Pe KUKAOQ®OGEAUION. AVOALTIKOTEPA, 1|
KUKAOQP®GQaidn pmopel va yopnynOel o evéopAéPieg doelg o do6on 15 mg/kg avd 2-3
eBoopddeg M 0.75 g/m2 avd 3-4 efooundades. Otav emiéyeton 1 evoopAéfia yopnynonm
GUVIGTATOL 1| GUUTANPOUOTIKY Yoprynon evoopiefiong MESNA wg mpopOraéng Evavtt g
alpoppayikng Kvotitdas. Evaliaktikd, n kvkhopooeapion pmopel va xopnyndel and tov
otouatog oe 66on 1.5 — 2 mg/kgmuépa. H d6om ¢ xuklopoo@apiong tpomomotleital
avOAOY®G TNG MAKIOG, TNG VEPPIKNG AEITOLPYiOG Kol TOv aplBuod TV ALVKGV, OTMC
neprypaoeton oto [apdptnua 3. H didpreia T aymyng epodov e KOKAOQP®MGOauion ivar 3
- 6 unveg.

H devtepn @don meprhauPaver tn Oepomeio. cvvtipnong. Ilpotn emhoyn eivor
aloBelompivn o doom 2mg/kg/Mmuépa. Evarlaxtikd, uropodv va yopnynbodv mycophenolate
mofetil oand tov oTOpATOC G 6d0M 2-3 gm Muepnoing N pebotpeEdtn amd TOL GTONOTOC 1
vrodopimg ce doon 15- 25 mg/efdopdda.

Y& avOeKTIKEC TEPMTMOEI | O TMEPWMTMGEIS OMOL OVTESEIKVVTOL T YOPTYNoM
KUKAOQOSPauidne, pmopel va yopnynbei rituximab, to omoio yopnyeitar evéopiefing ce
86om 375 mg/m® efdopadiaing yia 4 efdopdadec 1 1 gm pe emovaknym e idlag Soong petd
amo 2 gfdopddec.

X debtepn katnyopia (acbeveic yoplg exdnimoelg anetintikég yo ) (oM N ™
Aertovpyio opydvov-otdymv), 1 Bepameio etval To KOPTIKOGTEPOEIDT KOl GUYKEKPIUEVO OO
tov otopatog mpedvitorovn (0.5-1.0 mg/Kg) 1 1oodbvaun 66om pebuimpedvilolovng pe
OTOOLOKY] EAATTOOT TNG 000NG. L& TEPUTTMGELS AdLVOING EAATTOONG TG dOONGS, ELPAVIONS
TOPEVEPYELDY O TN YOPNYNOT KOPTIKOGTEPOEWMY 1| VIOTPOTNG TNG VOGOV GULVIGTATOL 1)
mpocOnkn alabelonpivng oe d06on 2 mg/kg/muépa, mycophenolate mofetil and tov otdpOTOG
o€ 606om 2-3 gm nuepnoing 1 uebotpeEdtng amd Tov oTOUATOG 1} VITOdoPimg 6g ddon 15- 25
mg/epfoopddo.
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ivaxkag 5

Hoocwoguliki kokkiopdtoon pe tolvayyetitido (EGPA)

ApacTikij oveia 066 Xopnyynons Aoon

Xopic ekoNAmoerg ametinTIKEg Yo Tn o 1

™ Asrrovpyia opydavev*

Mpedvilorovn pos 40-60 mg/mpépa
n
MeBvrmpedvilorov pos 32-48 mg/muépa
ANOGEKTIKH NOXOX H
AYXANEZEIA XTA KOPTIKOXTEPOEIAH

Mze0Ootpelatn pos 1 sc 15-25 mg/ePo.
AlaBsrompivn pos 2 mg/kg/muépa
Mycophenolate mofetil** pos 2 gimuépa

11



MMivoxog 6

Hoowopulki KokkKitopdtmen pe mtolvayyetitida (EGPA)

Me ekonioocels ametlnTikég yio T Lon 1 T Aertovpyia opydvev*

AvTevoeikvoTan i }0p1]YN 61 KVKLOQOGQPARIdNG;

OXI I NAI
OEPAIIEIA E®@OAOY/ENNATQIHXE
o 006¢ ) I o 006¢ ,
ApaoTtikij ovoia , Aéo Apaotikij ovoia , Aéo
pacTiEn Xopijynong i paoTiEn Xopijynong "

7-15 mg/kg 7-15 mg/kg

MeBvimpedvilorovn iv nuepnoimg yo MeBvimpedvilorovn iv nuepnoimg
3 Muépeg Y1003 nuépeg
. 0,5-1 . 0,5-1
Mpeovilorovn pos me/kg/nuépa Mpedovilorovn po mg/ke/nuépa
KAI éva ané to mopakxdrwm: KAI éva amo ta nopokxdrm:
152 375 mg/m? avé
Kvkiopoopapion pos o Rituximab** iv epdopdda
mg/kgmuépa v 4 gfoopddeg
1 gm ko
Kvkhogpoopapion iv aj(f g_] 3/5[?5 Rituximab** iv mﬁ‘éﬁg\m
efdopadeg
OEPAIIEIA XYNTHPHXHX
, , 0doc .
ApacTikij ovcio. , Aodao
pooTi Xopijynons 7
AlaBzrompivy pos 1-2 mg/kg/mpépa
MeBotpelatn pos M sc 15-25 mg/epo.
Mycophenolate ) .
mofetil** pos 2-3 ginuépo
ANOEKTIKH NOXOX

Rituximab** iv 375 mg/m? avé eBSopada yo 4 epdouddec
Rituximab** iv 1 gm kon gmavaAny” petd 2 efdopddeg

*

KoyeMdwkn aipoppayia, Aevkopoatovpion > 1 gm/24h W kpeatwivn > 1.57
mg/dl,pvokapdionddeia, cofapn TPOocPOAT KEVIPIKOD 1 TEPIPEPIKOV VEVPIKOD GLGTNILOTOG,
apoppayic/icyoLio YOoTPEVTEPIKOV 1| TAYKPEATITION

** Xopnynon extog emionung évosiéng (off-label)
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IgA ATTEIITIAA
(mponv mopevpa Henoch-Schonlein)

H IgA ayyetitida eivar 1 cuyxvotepn pope1] ayyeutidag otnv moudikn nikio, evod
mAéov ouyva avayvopiletal Kol g cuyvo aitio ayyeltidag Kot 6Tovg evijdikovg. Tpokettat
Yl ayyeTdn PIKpdV ayyeimv mov yopaxtnpiletoar and evomdbeon IgA avococuumieypdtov
o010 Tolyouo TV oyyeimv. Toa mAéov ocuvyvd mpooPePfinuéva Opyoavo givo 1o dépua, TO
YOOTPEVTEPIKO, Ol VeQPoi Kot ot apbpdoelg. Xe mocootd €mg kot 30% avayvopiletal
EKALTIKOG Tapdyovtag, onmg mponynbeica Aoipwén 1 Aqun eapudkov. H mpdyveoon g
vooov kabopiletar and ™ Papvtnta TG veEpikng TpocBoing (Aevkmpotovpia, exifopvpuévn
VEQPIKT AELTOLPYiO 1} TOPOLGIO UNVOEIODY CYNUOTICUOV 6TN Ployia veppov).

H Ogpaneia acOevarv pe IgA ayyetitida kobopiletar amd ) Papdtnta ¢ vOoov
(mivakag 7). Me Bdon avtr, ot acOeveig dakpivovial oe dVO Kot yopieg:

- Xopig ekONAmoelg amelANTIKES Yo T Con 1] T AsrTovpyia opyavev-oTO®V: TOpevPA,
apBpadyieg 1 apbpitda, veppitda pe Qucololoyikn Asttovpyio 1 mpoteivovpio g 0.5-1
gm/24h.

- Mg gkonioosis ametinTikés o ) Son ) T AetTovpyia 0pyavev -6TémV: vePpitida e
EMMPEACUEV VEQPIKN Aettovpyia, mpwteivovpion > 1 gm/ 24h, tayémg eEeMocduevn
ongpopatoveppitdo (pnvoedeic oynuaticpol oe > 50% tov onepapdtov), VEPPOoKo
GUVOPOLO, OLLOPPAYIO TEXTIKOV, KOWEALOIKN alopparyic, EYKEPUAIKT OLopporyiot

v mpdtn katnyopia (acbevelg yopig exdnimoelg anelAntikés yuoo ™ {on M ™
Aertovpyio opyGvmv-otdymv), n Bepameio ival KUPIOG VIOGTNPIKTIKY UE OTAC AVOAYNTIKA.
Y& TEPIMTAOELS LUE EVIOVOTEPH, CUUMTAOUATO OV EMAEYETOL 1) YOPNYNOT KOPTIKOGTEPOEWD DV,
oUVICTAOVTOL YoUNAES €¢ pétpieg dooelg mpedvilohovng (<30 mg/Mmuépa) N 1ooddvaun doon
puebvAmpedviloldvng e ypryopn peimon g doong.

X devtepn kotnyopio (acbeveic pe exdnimdoelg amentikég yio ™ Lo 1 ™
Aertovpyio. opydvov-ctoywv), mn Pdaon ¢ Oepomeing €ivar T KOPTIKOOTEPOEWT Ko
ovykekpipéva mpedvioadvn (1 mg/kgMmuépa - péytom doom: 60 mgMmuépa) 1 1GodvVaUN
d0o1 uebvATPedvVILoAOVIG e oTadlaKT peiman TG 60omG. Ta KOPTIKOGTEPOEION UTOPOVY V.
GUVOLOOTOUV KOl GE GULUVOLAGUO HE AVOCOKOTOOTOATIKA. [Ipdtn emhoyn omotedel 1
YOPNYNON KUVKAOQOGQPUuidng cite ce evdopréPfiec doelg og d6omn 15 mgkg avd 2-3
eBdopddec N 0.75 g/m® kaBe 3-4 eBdopddec, eite amd ToL oTOMATOC O ddON 1.5 — 2
mg/kg/muépa. Otav emAéystonr 1 evoopAéPla Oepameio, CLVIOTATOL 1) GLUTATPOUOTIKY
yopnynon evdoprefiog MESNA ®g mpoOAaENg &vavil NG OUOPPOYIKNG KUGTITIONG.
Agbtepn emhoyn| amoterovv 1 aladsronpivy amd Tov otopatog o 06on1-2 mg/kg/Mmuépa,
KVKAOOTOPivY] omtd TOov oTOHOTOC og doom 3-5 mg/Kg/muépa 1 1o mycophenolate mofetil
amd TOv OTOHOTOC (Yoprynom ektdg emionung évoeiéng) oe d6om 2-3 gm/muépo. H

alobelompivn, 1 KuKAoomopivny Kot To mycophenolate mofetil propobdv eniong va yopnyndovv
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og acbevelg pe avBeKTIKN VOGO GTO KOPTIKOGTEPOEWN 1 advvapio EALITTOoNG TG 600NG TOVG.
Téhog, acBeveig pe Papeld KAVIKY elkOVa Kot OTENTIKEG EKONADGELS Y1 T {on propohv va
voPAnBolv oe cuvedpieg mlaouapaipeong.

Hivaxag 7

IgA ATTEIITIAA

ApaoTiki] ovoia 00d0¢ Abon
Xop1}

Xopig eKONAOGELS aTEANTIKES Yo TN Con 1

TN AgrTtovpyia 0pyavev-oToOV*

Mpedvilorovn pos €mg 30 mg/mp.
!
Me0vrnpedvilorov pos £€m0¢ 24 mg/mp.

ANOEKTIKH NOXOX H
AAYNAMIA EAATTQXHXE KOPTIKOXTEPOEIAQN
AloOzr0mpivny pos 1-2 mg/kg/mp.
Mycophenolate i
mofetil*** pos 2-3 g/
Kvkloomopivy pos 3-5 mg/kg/mu.
Me ekONAAGELS amEANTIKES Yo, T o 1)
TN AELTOVPYLN 0PYAVOV-GTOY OV
MeOvimpedovilorovn iv 7-15 mg/kg nuepncing yio 3 nuépeg
Mpeovilorovn pos 1 mg/kg/mu.

KAI éva ané ta maparxdtm:
1n emioyn

Kvkroooopapion pos 1.5-2 mg/kg/mu.
iv 15 mg/kg ava 2-3 gfo.
21 gmkoyi)

AloOzr0ompivny pos 1-2 mg/kg/mpu.
Mysoplelae o 232
Kvkloomopivy pos 3-5 mg/kg/mp.

Zovuninpouortikd:

Miaopagaipeon

* mopeOpa, apbpaiyieg N apbpitida, veppitida pe LOIOAOYIKN AgiTovpyia 1 TpoTEIVOLpPin
éwc 0.5-1 gm/24h.

** yveppitida Le emmpeacuévn veppikn Aettovpyia, mpwteivovpio >1 gm/24h, tayémg
eEeMooopevn onelpapatovepitido (unvoedeic oynuaticpoi oe >50% TtV oTEPAUATOV),
VEQPOGIKO GUHVIPOLLO, CLLOPPLYIO TELTIKOV, KOWEASIKY aoppayic, EYKEPOALKT copparyio

*** Xoprynon extog enionung £voeiEng (off-label)
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NOXOX AAAMANTIAAH-BEHCET

H vococ Adoupavtidon-Behcet eivor pio molvotnuatikn @AEYHOV®OONG VOGOG
GyvooTNG oIToA0Yiog OV 16TOAOYIKG YopakTnpileTal amd ayyeltidn Tov TPocPailel OAmV
tov peyebov ayyeia (aptmpieg N eAéPec). Ta mAéov cuyvd mpocPefinuévo dpyova gival To
dépua, ot PAevoydvor kat ot opBaApoi. O emimolacudc g vooov gival vynAoTEPOg ot Méom
Avatoln, ™ Mecdyeto kot v Acia kot 1 péon nitkio epedaviong ivar ta 30 €. Adywm tng
ONUOVTIKNG ETEPOYEVELOG TNG VOGOV KOl TNG OMOVGING E0IKMV SOKILAGIDV Y10 TN Sdyveon
mg, €xouvv Beomotel OEBvdG dlyvmOTIKA KpItHple. Tov  TEPIAAUPAVOLY  EHOAVIOT
OTOUOTIKOV EAK®V TOVAGYIOTOV 3 @opég oe €va €tog Kot dvo amd to €&ng axdAovba:
VROTPOmIALOVTa EAKT] YEVWWNTIKGOV 0pYdvmv, o@BoAuikny mpocBoln pe amdAE TG OPOCTG,
YOPOKTNPIOTIKY OepUOTIK TPooPoin, Oetkr] dokipacio mobépyswag. H Begpamevting
Tpocéyylon emréyetot pe Péon T TPoSPoAr 0pyYAvVOV-GTOY®V.

O®OAAMIKH IMIPOXBOAH

Ye mepumtooelg ocbevev ue  mpocfoln Tov omebiov Oalduov (omictia
payogiditioa), 1 Bepaneio. cuvioTaTal GTN XOPNYNOT GLVIVAGHOD KOPTIKOGTEPOEWOMV KoL
alaBbglompivng (mivakag 8). To kopTikoGTEPOEIIN YOpNYOHVTAL OPYIKE GE EVOOPAEPLEG DGELC
(1gm pebvinpedvilolovng nuepnoimg yoo 3 Nuépec) Kot okoAoVO®OE amd TOL GTOUNTOS
(mpedvilordovn og d6on 1 mg/kgmuépa and tov otopatoc 1 evdoprefimg). H alabeiompivn
yopnyeitar omd 0V oTONNTOC 6 000 2-2.5 mg/kg nuepncing X& mEPiTT®ON LVTOTPOTNC,
¥PMNOLoTOloVVTOL ToL Ogpomentikd oynuata ¢ coPapnc o@BUAUKNG TPOGPOANG, OTMG
mapotifevtal 6T cuvEEL.

e mepumtoelc cofapig 0@Oaimkig Tpocsfoins, nAadr dtav 1 ontikh o&vutnTa
givar <2/10 oe KAipoaka 10/10 M/kor mpooPdileTor o auEIPANCTPOEIONG, TPOTEIVETAL 1|
yopnynon Infliximab (yopniynon ektog emionung évoeinc) evdopiefimg oe doom 5 mg/kg Tig
epdopddeg 0, 2 kot 4 wor akohovbwg avd 6-8 gfdounddec. Edv avtd dev eivar epikto,
YPTOULOTOLEITAL O GUVOVAGUOC KOPTIKOGTEPOEW®MY Kot alabelonpivig, Onme meptypdonke
avoOTEP®. Xe Teputocel ovcavetiog omv alabetompivn, pmopel va  ypnoipomoindel
KuKloomopivn and tov otouatog og 66on 2-5 mg/kg nuepnoimg. Oco apopd tovg avti-TNF
mapdyovtes, evarlaktikd tov Infliximab pmopel va ypnoonombel Adalimumab (yoprynon

eKTOG emionung £voeénc) oe doom 40 mg vrodopimg ava 2 eBSopddes.
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ivaxac 8

OPOAAMIKH ITPOXBOAH N. AAAMANTIAAH-BEHCET

ApaoTikij oveio 006¢c Xopiynons Aodon

@)lreypovi) omcBiov Barapov

(omicta paryoeditidn)

Me0Ovimpedviiohovn iv 7-15 mg/kg/mp.

Yo 3 NpEPES
Mpedvnilorovn pos M iv 1 mg/kg/Mmpépa
Kai
AlaBsrompivn pos 2-2.5 mg/kg/muépa
YIIOTPOIIH

BA. Ogpancia coPfapng opOaiukng tpocsPoirg

0dog

Xopij
Yopapn 0@BuAipikn Tpocfoin

(omtikn 0&vTa < 2/10 ot kKhipoka 10/10) r/xan

ApaoTikij ovcia Aoon

TPOGPOAT TOL AUPIPANGTPOELOOVS)

In emioyn

Infliximab* iv 5 mg/kg ava 4-8 eBdopades
i

Adalimumab* sc 40mg avd 2 gfoopddeg

21 gmoyn)
Mpeovilorovn pos M iv 1 mg/kg/Mmuépa

Kal
AloOzr0mpivny pos 2-2.5 mg/kg/muépa
§ emi dvoaveéios oty alabelonpivy

Kvxhoomopivy pos 2-5 mg/kg/muépa

* Xopnynon ektdg enionung évoeiéng (off-label)

AITEIAKH IMTPOXBOAH

H Bepancio tov acBevov pe voco Adapavtiadon-Behcet mov sppavifouv ayyesioxn
ocvppetoyn kobopiletar amd ) Béon TV ayyeiov mov TPooPiilovial. Xg TEPITTOGEL EV TM
paber piefobpoufwons twv dxpov mpoteivetar 1 Oepameion e KOPTIKOGTEPOEWDN KoL
alabetompivn (mivakag 9). Ta KOPTIKOGTEPOEIDN HOPNYOOVTIOL OO TOV OTOHOTOS 1)
evooprefimg og doom 1 mg/kg mpedviCorovng nuepnoing. H alabeionpivny yopnyeitol amd tov
oTONATOG o8 doom 2-2.5 mg/kg nuepnoing.

H n\éov cofapn ayyelokn Tpocforn mephapupdvel v ev T fabet piefobpoufimen
THS KAT®W KOIANS @léfas 1§ Towv nratikdv eiefov (cvivopouo Budd-Chiari) wor tnv

EUQAVIGH OPTHPIEKOVY 1] TVEDUOVIKDV GAVEVPVEUATOY. XTIC TEPIMTOGCELS OVTEC, 1 Oepaneio
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mepthapBavel dvo edoeic, avt) g Bepaneiog epoddov Kot autr G Bepaneiog cuvtipnong
mov axolovBel. Q¢ mpdtn emhoyn yw ™ Oepameion €pOdOL TpoteiveTal M YOPYYNON
KOPTIKOGTEPOEWMV apylKA 6€ evOOPAEPLeg doelg peBuinpedvitorovng (1 gm nuepnoing yuo
3 nuépeg) kot akoAovBwg amd Tov otdpaTog 1 evOoPAEPla mpedviloddvn oe 66om 1 mg/kg
NUEPNOIOG Kol KUKAOQOGOAUIONG o€ evOopAEPleg doelg oe do6on 1 gm ovéd pnvo.
SopmAnpopotikd cuvictdrol n xopnynon evoopiefiong MESNA wg mpopoialn Evavtt g
apoppayikng kvotitdoag. H d6om tng kukAo@ooapidng Ttpomonoleitol avaidymg g
niliog, ™¢ veppikng Aettovpyiag kal Tov apduod tov Asvkov (BA. TTapdptnua 3). Qg
devtepn emhoyn mpoteivetan  xoprynon Infliximab (yopriynon extog emionung €vosiéng) oe
doom 5 mg/kg evbopiefing Tig efdopddeg 0, 2 kot 4 Kot akoAovBmg ava 6-8 gfdoudadeg oe
ovvdvaoud pe alabetompivny amd Tov otouatoc o do6on 2-2.5 mg/kg.

Q¢ Bepameio. cuvinpnong npoteivetar n yopnynon alobelonpivy amd TOL GTOUNTOG
og 06om 2-2.5 mg/kg nuepnoing.

Qg yevikn apyn ot Oepaneio acbevav pe voco Adapavtiadn-Behcet kot ev to Babet
oA OpouPwon, N YPON AVTIINKTIKNAG, OVTIOLULOTETOALOKNG 1] OVTUVMOOAVTIKNG AY®YNS
avTEVOEIKVLTAL APEVOC AOY® TOL YOUNAOL KvdbVOL Yl omokOAANom tov Opdupov kot
EUPAVIOT TVELHOVIKNG €UPOANG Kol AQETAipOL Aoy® NG MOAVOTNTOS VO GUVLTAPYOVV

AYYEWKA AveELPLGUATA, 1| PIEN TV ooy umopel va amoPei popaia.
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Mivoxog 9

AI'TEIAKH ITPOXBOAH N. AAAMANTIAAH-BEHCET
0066¢ Xopnynons Aodon

ApaoTikij oveio

Ev 10 Bade prefoOpoppoon axpav

Mpedvilorovn pos 0,5-1 mg/kg/muépa
Kal

2-2.5 mg/kg/muépa

AlaOBsiompivy pos

Opoéppoon kato koiing PAEPas | NTATIKAOV ELEPOV

APTNPLOKE 1] TVEVHOVIKA OVEVPUOLATO.

OEPAIIEIA E®OAOY

In emioyn
MeBvimpeovilorovn iv 7-15 mg/kg nu. v 3 nuépeg
pedovilorovn pos 1 mg/kg/mpépa

Kal §va amo To TAPoKATO:
Kvkroooopapion pos 1,5-2 mg/kg/muépa
iv 15 mg/kg ava 2-3 €f3d.

21 gmhoyn

Infliximab* iv 5 mg/kg avd 4-8 gfdoudadeg
Kal
AlaOzr0mpivy pos 2-2.5 mg/kg/muépa
OEPAIIEIA XYNTHPHXZHX

AlaOzr0mpivy pos 2-2.5 mg/kg/muépa

* Xoprynon extog emionung £voeiéng (off-label)

IMPOXBOAH I'AXTPENTEPIKOY

e acbeveic pe TpocoPorr yaoTpevieptko,ol Bepanentikég emthoyég mepiapupdvouy
O KOPTIKOGTEPOELD (mpedvilolovn omd Tov otopotog 1 evdoprefiong 0.5-1 mg/kg
nuepnoing 1 pebvAnpedvitolovn o 1oodvvapn d6om), afabeonpivy amd ToLV GTOUATOC G
doom 2-2.5 mg/kg nuepnoiog 1 covApacaralivn omd tov otdépaTog oe d6om 3-4 gm
nuepnoing (rtivakag 10).

Ye avOeKTIKEG TEPUTTAGELS 1| OE GOVVORIO EAATTOONG KOPTIKOEWOADV GE 0601
<7.5 mgmpépa, mpoteivetan n yoprynon mycophenolate mofetil (yopiynon extoc emionung
&voeicng) amd Tov 6TOUATOG o€ 000N 2-3 gm NUEPN OIS, KUKAOGTOPIV atd TOL GTOHOTOC OE
doon 3-5 mg/kg/ nuepnoing 1 afabetonpivn amd Tov oTOUATOG GE doom 1-2mg/kg nuepnoimg.
Evolhoktikd, pmopodv va ypnowwomomfBodv ektog emionung €voeEng to infliximab
evooprefimg o doom 5 mg/kg Tic gfdouadeg 0, 2 kot 4 kat axolovbmg avd 6-8 efdouddeg 1
adalimumab vrodopimg 40 mg ava 2 efdoudades.

ivaxkag 10
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MNPOXBOAH IAXTPENTEPIKOY N. AAAMANTIAAH-BEHCET

Apactiki ovcia 0d6og Xopnynons Aoon
APXIKH OEPAIIEIA

Mpeoviiorovn pos ¢wc 60 mg/muépa
7

MeBvimpeovilorovn pos ¢mg 48 mg/muépa
]

Yovipacaralivn pos 3-4 g/muépa
7

AlaBgrompivy pos 2-2.5 mg/kg/muépa

ANOEKTIKH NOXOX H
AAYNAMIA EAATTQYXHY KOPTIKOXTEPOEIAQN

AloOzr0ompivny pos 1-2 mg/kg/muépa

Mycophenolate mofetil* pos 2-3 g/muépa

Kvkioomopivy pos 3-5 mg/kgmpépa

Infliximab* iv > mg/kg a6 4-8
ePoouGOEg

Adalimumab* sc 40mg avd 2 gfdopddeg

* Xopnynon ektdg enionung évoeiéng (off-label)

IMPOXBOAH APOGPQXEQN

e acbeveig ue mpooPoln apbpmcewv, mg Bepoancio TPOTNG YPOUUNG TPOTEIVETAL T
KoAyikivn omd tov oTOuaTog o€ doom 1-2 mg muepnoing (wivaxkag 11). Xe avOektikég,
VTOTPOmIALoVoES HOPPES TPOTEIVETAL 1| YOPTYNOT_KOPTIKOGTEPOEW®V (TPedVILOAOVT amd
oV 6TopaTOG 5-30 mg nuepnoimg N peBvATpedviLodovn og 16odvvaun doon), alabelompivn
amd Tov oTtopaTog og 60om 1-2.5 mg/kg nuepnoimg 1 pebotped omd TOL GTOUOTOG 1
vrodopimg oe doon 15-25 mg/ePfoopdda pe mapdAinAn yopnynon euAiikod o&éog (5 mg
amaf efdopadining). Xe acbeveic pe avlektukn] voco peTrd ko T yprion ovo
UVOGOKUTUGTUATIKOV TOPAYOVTOV KOl  advvopio gAATTOoNS TG oO000mg TOV
KOPTIKOOTEPOELWDADV 6€ <7.5 mg/Mmpuépa, mpoteivetol 1 ektdg emionung EvoeiEng xopnynon
infliximab evdopAefing oe doorn 5 mg/kg tic efdopddeg 0, 2 kot 4 kol axoAovbwg avd 6-8
ePdouddeg 1 adalimumab vrodopimwg 40 mg avd 2 gfdopndadec 1| etanercept vIodopimg oe SO0
50 mg efdopadiaing.
Mivexog 11
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MMPOXBOAH APOPQIEQN N. AAAMANTIAAH-BEHCET

. , 0dog (
A4 , A4
pocTiki] oveia Xopripnone oon
Kolykivn pos 1-2 mg/Mmuépa
ANGOGEKTIKH NOXOX

MpeoviCorovn pos €w¢ 30 mg/muépa
]

Me0Ovimpedvilorovn pos £€m¢ 24 mg/muépa
]

AlaBzrompivy pos 1-2.5 mg/kg/muépa
/]

Me0Ootpesdtn pos 1 sc 15-25 mg/eBoopdda

AVOEKTIKT VOG0G HETA KaL T1] YP1)0o1] 000 GVOGOKUTUCTUATIKAV TOPAYOVTOV Kol

adVVOpio ELATTOONGS TG 0061)G TOV KOPTIKOGTEPOELOAY 6€ <7.5 mg/muépa.
5 mg/kg avd 4-8

Infliximab* iv

ePdopAdEG
Ul
Etanercept* sc 50 mg/efdoudda
Ul
. 40 mg
*
Adalimumab sc avé. 2 eBdoptidec

* Xoprynon extog emionung £voeiEng (off-label)

MPOXBOAH KENTPIKOY NEYPIKOY XYXTHMATOZX (NEURO-BEHCET)

H 7mpocPoln} 100 KevVTpikoy VELPIKOD GLOTHWATOS 6TN vOco Adauavtiddn-Behcet

pmopel vor AAPel TOPEYYVUOATIKY KO [UT] TOPEYYVUOATIKY HOPOT, UE TN OEVTEPN VO APOPd TN
Opoupwon prePav 1 onpayywddv KOATOV (Tivakag 12).

21N TOPEYYVNOTIKI] LOPPT], TPOTEIVETAL 1] YOPTYTON GLVOLAGHOV TOL TEPAAUPAVEL
KOPTIKOGTEPOELDN Ko 0VOGOKOTOGTAATIKT/ 0VOGOTPOTOTONTIKT Oepameia. Ta
KOPTIKOGTEPOELDT YOPNYOOVTOL G EVOOPAEPleg doelg peBvimpedviloddovng oe doon lgm
nuepnoing yw 3 nuépeg kot akoloblmg yopnynon mpedviLoAdvng amd Tov oTOHOTOS M
evooprefing oe d6on 1lmg/kg nuepnoing Emmiéov twv KOpTIKOGTEPOEW®V, G TPATN
EMAOYN TPOTEIVETOL 1 YOPNYNON KLKAOPMOQOUIONG oe eviopAéfieg moelg og d6on (1gm
evoopLefing ava univa). Evalloktikd wg dgvtepn emhoyn, mpoteivetal n xop1ynon
alabetompivng amd Tov oTtopoToc o€ doon 1-2.5 mg/kg nuepnoing N pebotpeldg and tov
0TOpOTOG 1) VIOdoping o€ doom 15-25 mg/eBdopdda pe TopdAAnAn xopnynon euAkikov o&Eog
oe 06omn 5 mg amnaf efdopadinine. XE OVOEKTIKES TEPUTTAOCELS 1] GE VROTPOM| VIO

Ospameio cvvTipnong, mpoteiveton 1 ekTOg emionung €voeldng yopnynomn infliximab
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evdopiePimg og 60om 5 mg/kg Tic efdopddec 0, 2 kot 4 kKot akoAoVB®S avd 6-8 gfdopddeg M

adalimumab vrodoping 40 mg avd 2 efdopddes.

2N PN TOPEYYVROTIKY] HOPPY], TPOTEIVETOL T YOPNYNON KOPTIKOGTEPOELODV
(mpedvilodovn amd Tov oTOpOTOG N evdopAefing o doom 0.5-1 mg/kg muepnoing 1
peBvAmpedvilordvn oe 1oodOvaun dd6orm. H ypion xvkloomopivig avievdeikvutal oty
mpocPoin tov KNX Adym vevpoto&ikdtnrag, eKTOC av cuVUTApYEL 0QOaALIKT TPOGPOAY Kot

avTEVOELEN 6T (PNOT TOV VIOAOWOV BEPUTEVTIKAOV ETAOYDV.

Mivoxog 12
MNPOXBOAH KNX N. AAAMANTIAAH-BEHCET
ApaoTikij ovsia 0doc Xopnynong Aoon
Iopeyyopatiki popeiy
MeBvimpedviiorévn iv 7-15 mg/kg/mu.ywo 3 nuépeg
Mpeovilorovn pos 1 mg/kgMmuépa
KAI éva ano To mapaxdrm:

In emioyn

Kvkhopmopapion iv 15 mg/kg ava 2-3 gfo.
21 gmhoy)

AlaOBsiompivy pos 2-2.5 mg/kg/muépa

Mge0Ootpseéar pos 1 sc 15-25 mg/epdopdda

ANGEKTIKH NOXOX H YIHOTPOIIH YIIO @EPAIIEIA XYNTHPHXHX
Infliximab* iv 5 mg/kg ava 4-8 eBdopnadeg

1} evallakTikd
Adalimumab* sc 40 mg avad 2 fdouadeg
Mn ropeyyopoTiki popen

(BpopPmon eAefdv 1 oNPayY®IDY KOATMV)
[Ipedvilorovn pos €wg 60 mg/Mmuépa
MeBvAmpedvilorovn pos £€m0¢ 48 mg/muépa

* Xopnynon ektog emionung évoeéng (off-label)
MNPOXBOAH AEPMATOX - BAENNOI'ONQN

H mpocPolrn tov déppatog kot tov Prevoydvev otn voco Adapovtiadn-Behcet sivat
eEapetikd ovyvn kot pmopel va AGPeEL TN HOPOTN TOV UEHOVOUEVOV EAKOV GTOUOTOG KOl
YEVVITIKOV 0pyavav, axpopopeov egavinquotog 1 olmdovg epudnuatog (tivakag 13). [Iépav
NG EQOPUOYNG TOTIKNG Bepomeiog, TPoTEivETOL 1) YOPNYNON KOAYIKIVIG OTO TOV GTOUOTOG GE
d0oom 1-2 mg nuepncing 1 KOPTIKOGTEPOEW OV (TPedVILOAGVI amd TOV 6TOHNTOC 6 ddon 5-30
mg nuepnoing N peBvAnpedviloAdvng oe 10odOvaun 600om). Xe oVOEKTIKEC TEPIMTMOGCELS,
mpoteivetal n yopnynon alabeonpivng amd Tov oTdUATOg 68 doom 1-2.5 mg/kg nuepnoing,
KuKAloomopivig and Tov oToUATog 6€ door 2-5 mg/kg nuepnoing N puebotpesdtng and Tov
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o1opaTOG 1| VIodoping oe door 15-25 mg gfdopadiaimg pe TapdAANAn Yopynon GLALKOL
o&éog og doom 5 mg dmaé efdopadiaims.

X acBeveic pe avlektiki] voco peta ko ) ypfion aladerompivig kKo Korikivig
Kol advvopio gAATTOONS TG 0001G TOV KOPTIKOGTEPOEWAV o€ <7.5 mgmuépa,
npoteiveTonl N ektog emionung évoeigng yoprynon infliximab evdogiefing oe 66omn 5 mg/kg
T1G efdopadeg 0, 2 kot 4 kot akolovbwc ava 6-8 efdopddeg 1 adalimumab vrodopiong 40 mg
avd 2 gfdopnadec N etanercept vodopimg og doon 50 mg efdopadiaing.

Mivakag 13

MNPOXBOAH AEPMATOZXZ-BAENOI'ONQN N. AAAMANTIAAH-BEHCET

Apaoctiky ovoia 000¢ Xopnynenc Aoo
Mepovopévo EAKN 6TONOTOG KOL YEVVIITIKAOV 0pYAvVOV KOl aKHOpop@o Eavinua
OLmoeg epvdnpa
Kolyxivy pos 1-2 mg/muépa
7
Mpeoviiorovn pos éwc 30 mg/muépa
7
Me0Ovimpeovilorovn pos éw¢ 24 mg/muépa
ANOEKTIKH NOXOX
Apactikiy ovcia 060g Xopijynong Aoon
AloOzr0ompivny pos 1-2.5 mg/kgmuépa
Kvkioomopivy pos 2-5 mg/kgmuépa
Me0Ootpeéatn pos 1M sc 15-25 mg/epdopdda

Y¢ ao0eveic pe avOekTik] vooo petd kon ) ypion aladsrompivic Kol KoA IKivIG Kot

00VVOopia EAATTOONGS TI|G 0061 TMV KOPTIKOGTEPOEOAV 6€ <7.5 mg/mpépa

ApaocTtikl oveia 006 Xopiynons Aodon
Infliximab* iv 5 mg/kg avd 4-8 Bdouadeg
7
Adalimumab* sc 40 mg ava 2 gfdonadeg
7
Etanercept* sc 50 mg/efdopdoa

* Xopnynon ektog emionung évoeéng (off-label)
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KPYOXZ®AIPINAIMIKH ATTEIITIAA
Qc kpvoooaipives opilovior ot avocoopaipiveg mov kabildvovv in Vitro og
Ocpuokpacicg  pikpdtepeg  tov  37°C  kor  Swdvovron  Otav  emavadeppoavOoiyv.
Kpvoooapvarpia ivol n Tapovcio kpuoseopivay 6Ttov 0po Kol SloukpiveTol og:

" Anly kpvoopoupivoruio (tomov I): dnuovpyeital amd LOVOKAMVIKEG 0VOGOGOUPIVECEVOS

teotvmov (cuvhBag IgM, cravidtepa IgG, IgA, ehappég aAdGELS)

" Mewctyp  xpvoopaipvoyio.  (tomov Il wkor  tomov I): dmuovpyeiton omd dvo M

TEPIOCOTEPOV 1GOTOTTOV 0VOCOsOapives, eite povokiAwvikég (tomov II) eite molvkAwvikég
(tomov 1II). Ov xpvooeaipiveg awtéc Egovv dpactnproTnTe PELHATOEWOVS Tapdyovto (RF)
Kot givatl ovvnBog IgM.

O 0pog Kpvoo@alpvoluky ayyelitioo agopd o oyyeitido Kpov oyysiov pe
TPOSPOAT TOALUTAGDY 0pYAvV®V TOV OPEILETAL OTNV EVATODEST] KPLOGPAPIVAV GTO TOTYM LA
tov ayyeiov. To @dopo TV ekdNA®OoE®V NG €ivar €upv kol Kvpoivetol omd Mma (Ty.
TEPLOOIKT TOPPVPA) PEYPL Kt TPOSPOAT ametAn Tk yia tn (o).

H emioyn g Oepaneiag oe acbeveig pe kpvoospalpvaipiky ayystitida faciletor o
Bapdtnra g vocov.

Q¢ fmia vocog opiletal n TOPOVGIN TEPLOOIKNG TOPPVPIC, apfpakyidv/apbpitidag,
YEVIKOV CUUTTOUOTOV, NTOG VEVPOTOOEWNS, NMTOG OTEPAUNTOVEPPITIONS (PUGIOAOYIKN
KpeaTwvivr, amovcio cofapng AevKmuaTovpiag)

> ocofapn/yevikevuévy vo6o Kotatdocoviolr OAOL o1 VIToOAouTol 0obeveig, TANV
AVTOV TOV TEPLYPAPOVTOL GTNV TEPLOPIGUEVT VOGO, ONAaoN acbeveic pe deppatikd EAkn M
oyoio, cofapn vevpomddeln, GTEPALATOVEPPITION LE VEQPIKY] OVETAPKELL 1) VEPPMGCIKO

GUVOPOLLO KO 1) GCULLETOYN TOV YUOTPEVTEPIKOD GLGTILLOTOG.
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Yy areidntiky yia T (o1 VOGO KATATACOOVTOL 0GOEVELS Le TayxEms eEEMGOOUEVT
OTEPAUATOVEPPITION, cuppeToy Tov KN, pecevtéplo ioyopio Kot KOWeMdKn opoppayia.
I'ENIKEXZ APXEX OEPAIIEIAX

Apyikn) avoookataotaltixy Gepomeia: AvosokatactaAtikn Oepaneio mpénet va diveton apyikd

oe oofevelg e KAVIKEG EKOMADGELS KPLOGPALPIVOLLIKNG ayyelTidas, aveEdpmnta amd To
vrokeipevo aitto. H Bepoameio cuvictotor og yopnynon KOPTIKOGTEPOEIODOV GE GUVOLOCUO M
oYL L€ rituximab 1 KUKAOQ®GEAWIOT Kal, 68 KATo10vg acbevels, TAacuapaipeoT).

Ocpareio tov vrokeiuevov outiov: Olotl ol acbeveic mpénetl va Aappdvovv Bepameio Tov va

Kkatevbovetal oto vrmokeipevo aito. Mo mapddetypo aocbeveig pe ypodvie mmatitda C
opeilovy va Aafovv avtikn aymyn, eved acbevelg pe vokeipevo AeppodmepTAUcTIKO VOO
opeilovy va Aapovv avtictoyn Bepameia.

OEPAIIEIA KPYOX®AIPINAIMIKHE AITEIITIAAY (TYHOX II/III)

MH XXETIZOMENHX ME HCV AOIMQEH
HITIA NOXOZX (ITopipa, apBparyiec, Hmio moAvvELPOTADELD, CTEIPUUATOVEPPITION YWOPIg
EMNPENCUO TNG VEQPIKNG AEITOVPYIOG)

Hpeovilorovn (1 avdioyn doom peBvimpedviloAdvng) amd Tov GTOHOTOC, GE OO0
amo 5 ewg 30mg/muépa. Otav emrevyBel Eheyyog g vOcoL TpEmel va Yivel oTadlokn peimon
G 0OGNG TOV KOPTIKOGTEPOEW®V KoL Vo, d10komovV Otav avtd givar duvartd.
METPIA/XOBAPH NOXOX (Asppotikd €Akm, ooOnmikokvntiky vevpomddeto,
OTEPULATOVEPPITION LE VEPPIKY] OVETAPKELD T)/KOL GNUAVTIKY] AEVK®UOTOVPio, TPOGPOAN|
TVELUOV®V, YOOTPEVTEPLKOD, KNX)

o tovg acbevelg pe pétpia mpog coPapn voco m Oepomeion Oa mpémer va
TEPIAAUPAVEL KOPTIKOOTEPOEWDN GE GLVOVLOGHO pe rituximab 1 KUKAOQ®OEAUdN (Tivakog
14). Avadvtikdtepa, apyikd yopnyeitar pedviapedviiorovn (svoopréfieg wogig 0.5-1.0 gr
nuepnoing ywo 3 nuépeg) kar akolovbwg yopnysitoaw mpedvilolovn (1 mg/kg/muépa, oyt
neplocOTEPO amod 80 mg/Mmuépa). Xe acbeveic pe nmidtepov Pabuod exkdNAOGEC Amd OVTEG
OV TTPOOVAPEPOVTOL LITOPOVV VAL TAPAAELPOOHY 01 EVOOPAEPIEC DGELG KOPTIKOGTEPOEIOMV.

Emiong, emioyn mpdTNG YpOUUNS Yo T cuvovaoTikny Ogpameio eivar m yoprynom
Rituximab, to omoio yopnysiton evdoprefioe oe d6on 375 mg/m’ eBdopadiaing yu 4
gfdouddeg N 1 gm pe emavainyn g 101ag doong uetd amd 2 efdouddes. H ocvykekpuévn
Oepameio yopnysitot ektoC mionung EVOEIENG TOL GKELAGLLOTOC.

EvoAlakTik emthoyn Tp®dTE YPOUUNG Eivol 11 KUKAOQ®G@auion, 1 oroia uropel va
xopnyMOei oe eviopAéPieg doeic oe doon 15 mg/kg avé 2-3 eBdopddeg 1y 0.75 g/m® avé 3-4
epdopddeg. Otav emhéyetor 1 evOOQAEPLO. YOPMYNOT OULVICTATOL 1| GULUTANPOUOTIKY
yopnynon evdoprefing MESNA ®g mpoOAa&Ng &vavil NG OUOPPOYIKNS KUGTITIONG.

EvaAloktikd, 1 KokAo@oopapion umopel va yopnyndel amd tov otépatog o€ doon 1.5 — 2
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mg/kgmuépa. H 66omn e xukAopmopapiong tpomomoteitor avaldyws g nkiog, g
VEQPIKNG Agttovpyiag Kot Tov aptfpod Tov AevK®v, 6mwg meptypapetat oto [apdptnua.

Koatd v apykn Oepameio yioo Tnv KpLOGOUIPVOLLIKT ayyeUdTda Kot 6€ acfeveig mov
TANPOVV GLYKEKPIUEVES EVOEILELS, cuvioTdtal 1 Evapén mhaouagaipeons. Ot evdeilels avtég
glvat:

- TOY€WG EEEMOGOUEVT OTEIPALOTOVEPPITION (KpeaTvivr 0opol > 5.6 mg/dl)
- KOWYEMAIKT apoppoyiot

- EKTETAWPEVO OEPUATIKA EAK 1] YAYYpOIVO AKPOV

- avOeKTIKN 1 TPOOJEVTIKA EEEMTGOUEV TTEPLPEPIKT] VEVPOTTAOELLL

- KEPALVOPBOLOG TOAVOPYOVIKT GULUETOYT.

H 660m ¢ mAacpaeaipeong ivar 1 - 1.5 @opd tov oAkov dykov mAdopotoc (TPV)
ava ovvedpio kot 1 cvyvoéTTd TG pic cvvedpio nuepncing 1 pépa map’ NUEPL (aVorOY®S
évoeidne). H mloouagaipeon mpémel va yivetaw oe €£e101keVUEVO VOOAEVTIKG KEVTPO, UE
gumepio oTNV EQOPUOYN TG HeBddOoV.

Sopuminpopoatikd, ot acbeveic mov Aaufdvovv aymyn pE KUKAOQOGEAUION 1
Rituximab cvvietdton va AapBdavovv ynupeompoedraln évavtt Pneumocystis jirovecii pe
Tpwebompipun/covipapefofaldin and Tov otopatog o d6on 800/160 mg tpeic popég v
eBdopdda Kabdg Kol AVTIOGTEOTOPWTIKY OyMYN.

Ynotpomalovea vocog

Ov ghdoooveg vrotpones avtetonilovior pe tpomomoinon g dooms twv Mo
AOUPBOVOUEVEOV KOPTIKOGTEPOELWOMDV, YPTOLOTOIDVTOG TO GYNIO TOL YOPNYELTAL TNV NI
voc0. Ot peiloveg VTOTPOTES AVTIHETOTILOVTOL IE TAL GYNLLOTO OV TpoTeivovTal ot Bepameia

g coPapng vocov.
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ivaxkog 14

KPYOX®AIPINAIMIKH AITEIITIAA
(MH XXETIZOMENH ME HCV AOIMQZEH)

ApaoTikij oveia 006¢ Xopryynons Adon

Mpeovilorovn pos £€mg 30 mg/muépa
1

MeBvinmpeovilorovn pos £€mG 24 mg/muépo

METPIA-XOBAPH NOXOX**

7-15 mg/kg nuepnoing

MeOvinpedvilorovn v i 3 nuépec
Mpeovilorovn pos 0,5-1 mg/kg/muépa
Kal
1n emioyn
375 mg/m? avé eBdopddo
Rituximab* iv v 4 gfdou aé}gg N
1 gm Ko emovaAnym
uetd 2 efdopnadeg
Kvkhopwopapion pos 1,5-2 mg/kg/muépa M
iv 15 mg/kg ava 2-3 efdopuddec

Edv cvvomtdpyet éva and 1o kGTtmO:
1. Toyéwg eCeliooouevn omelpouoToVEPPITIOn.
2. Kowehidikn oupoppayio.
3. EKTETOUEVOQ OEPUATIKG EAKN 1] YAYYPOLVA GKOPDV
4. AvOcktixn / Tpoodevtiki mEPIPEPIKY VEDPOTADEIO
5.Kepovvofolog morvopyaviky oouuetoxn
Tore, emmiéov:

Mlaopagaipeon

*  TlopeOpa, opBpodkyieg/opBpitida, YevIKA OCLUUTTOUOTE, NI  CTEPOUATOVEQPITION:
QULOIOAOYIKY] Kpeatwviv) kol yopig ocofapn Aevkopatovpio: < 0.5-1 gm/24h, nma
moAvvevpomdOela

** Agppotikd  €Akm, ooOnTikokvnTik]  vevpomdfela, ocoPfapn  omEPAUATOVEQPITIOO,
TPOcPoAn TVELUOVAY, YOoTPEVTEPIKOV, KN

*** Xoprynon extog emionung £voeing (off-label)

OEPAIIEIA KPYOX®AIPINAIMIKHXE ATTEIITIAAX
YXXETIZOMENHX ME HCV AOIMQEH
¥ Ogpameion ™G HEKTHAG KPLOGEOIPVOLUKTS ayyetitidog (tomov /I mov
oyetiletan pe ypévia mmatitido C, akpoyovieio Ao otV OVTILETOMION OTOTEAEL T

katamoAépnon g ypoviag HCV doipwéng pe aviukn Ogpaneia. H avtukn Oeponeio mpémnet
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vo dlvetal mAvia og ovvepyacio pe eEEIOIKELUEVO MTATOAOYO, (GTE VO OTOPAGLOTEL
gumepoTATOUEVA TO €100G KOl 1) SIUPKELD TNG OVIUKNG OY®YNG, KABMOG Kol 1) TapakoAovdnon
Tov acBevoic.

Xe acbeveic mov €rovv coPapég KAVIKEG eKONAMGCELS amd TNV KPLOGPOIPIVULUKT
ayyelitwda kot 6o AdPovv apywn Oepamei pe 0vOCOKATOOCTOATIKOVG Tapdyovies &ivan
ONUOVTIKO 1 avTukn Oepameio pe oynuato Tov TEPAaUPBavouy wtepeepovn va Kabvotepel
Yo dtdoTnpa oo Evav ¢ TEcoeplc ppves. H Aoyikn avtic g kabvotépnong sivor:

(o) M avocokatacTaATIKY Oeparneio pmopel vo BEATiOoEL TayVTEPO TN GAEYUOVT KoL T PAGHN
o€ Opyavo-oTOYOLVS, EVO 1 KMVIKN Pertioon and v avtuky Oepaneio avapéverol va givor
o apyn.

(B) m yopnynom wrtepeepdvng Umopel va odnyncel o€ eEAPOELS TG KPLOCOUIPIVOIUING, TNG
ayYEUTIONG 1 GAL®Y 0LTOAVOCMY EKONADCEDY

(Y) M amo@LYN TOV TOPEVEPYELDY OO TO CLVOVAGHO TV dVO BEPUTELDY

(d) M avTuKn oYY UTOPEl VO TPOKUAEGEL VEQPIKEG, VEDPOLOYIKEC 1 SEPUATIKEG EKONADGELS
OV VO GOLYXEOVTIOL HE M1 OVIOTOKPION TNG KPLOGQUIPWOLKNAG oyyeUtdag oty
OVOGOKOTAGTOATIKN Bepameia

Méypt onuepa dev éxer a&oroynbel 1 amotelespOTIKOTNTO, OCQOAE KOl O
KATOAANAAOTEPOG XPOVOS YOPNYNONG TV VEOTEPWV OMEVOELNG SPAOVIOV OVTUK®V POPUAK®OY
(Direct Acting Antivirals, DAAS) ano tov 6topatog 6€ ot TV opddo achevav.

Ocov apopd ™V avocokaTaoTtoATiKY Ogpameia axolovBovvtar ot idieg odnyieg pe
™ Bepameia TG PEKTIG KPLOGOLPVOLUIKNG ayyetiTdag mov de oyetiletan e HCV loipwén,
onwg meptyphonkov mopamdve (mivakag 14). e avtodg tovg acbeveig o rituximab

TPOTLATOL EVOVTL TNG KUKAOQ®OGPAUIONG

BIBAIOTPA®IA
- Terrier B, Cacoub P, Cryoglobulinemia vasculitis: an update. Curr Opin Rheumatol. 2013;25:10-8.

- Dammacco F, Sansonno D. Therapy for hepatitis C virus-related cryoglobulinemic vasculitis.N Engl J
Med. 2013 12;369:1035-45.

- Vassilopoulos D, Calabrese LH. Hepatitis C virus infection and vasculitis. Implications of antiviral
and immunosuppressive therapies. Arthritis Rheum 2002; 46: 585-97

- Terrier B, Krastinova E, Marie I, et al. Management of noninfectious mixed cryoglobulinemia
vasculitis: data from 242 cases included in the CryoVas survey. Blood 2012; 119:5996-6004

- De Vita S, Quartuccio L, Isola M, et al. A randomized controlled trial of rituximab for the treatment
of severe cryoglobulinemic vasculitis. Arthritis Rheum 2012; 64:843-853

- Sneller MC, Hu Z, Langford CA. A randomized controlled trial of rituximab following failure of
antiviral therapy for hepatitis C virus-associated cryoglobulinemic vasculitis. Arthritis Rheum 2012;
64:835-842
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OZOQAHZ IOAYAPTHPITIAA
H olmdng molvaptmpitda (Polyarteritis nodosa, PAN) eivor pio cvotnpatiki
vEKpOTIKN ayyeitida mov mpocsPaiier kKupimg aptnpieg pécov peyéBovg ympic mapovoio
omEPUPATOVEPPITIdAG Kot Tov Og cvoyetiletan pe ANCA ovTioodpato.
H Bgpamevtikn mpocéyyion omv PAN eEaptdtor and 11 akdAovbeg petafintéc, ot
omoieg mpénet va, kabopilovtar Tpv amd v Evapén tng Oepaneiog:
- Tn coPapdtmra g vocov (TpocsPoin)
- Tn mapovcio 1 un 10yevodg nratitidog
- Tn mopovcio pepovoUEVNC dEPUOTIKNG 1 TPOGPOANG EVOC 0pYavov amd TN VOGO.
Tpeig popeég g vocov Egovv meptypopei. Avtég eivar: (o) n Womadng popen (B)
PAN oyenilopevn pe woyevi nrmatitda (kupiog HBV) kan (v) | pepovopévn deppatik.
H Bopdmta g mpooPoing eivor onuovtikdg mapdyoviag Yo TNV ETA0YN NG
Bepamneiog:
H npma vooog mepihapfaverl acbeveic pe yevikd copntodpota, opbpitida, avaio, SEPUOTIKEG
PAGPec, oAAG (QULOIOAOYIKT] VEEPIKN AEITOLPYIOL KOL OOLGIO, GNUAVTIKAG KOPSIOKNGC,
VEVPOAOYIKNG, YOOTPEVTEPTIKNG 1| GAANC TPOGBOANG.

H_uétpia mpoc ocofapn voococ meprouPdavel acbeveic pe omoodnmote Pabud vepptkng

OVEMAPKEWNG, VEO T EMOEWVOUEVT] OPTNPIOKT VIEPTOOT, OPEIMOUEVY] OTNV OyYEUTION,
GUUTTOUOTIKTY OPTNPLOKT GTEVIOOT), GVEVPVUGLOTO, OTTOIUONTOTE IOYOUIKT VOGO (TT.). GKPpWV,
KOPOLOKY], YOOTPEVTEPLKOD, VEDPOLOYIKN).

IAIOITAGHX

e acbeveic mov dev OVAKOAVTTETOL VTOKEIEVO aitio TOavmdG oyeTilOlevo pe v
PAN éyovpe T1g mapokdtom OepamevtiKés emAoyEg avorloymg pe T Papvtnta (mivaxog 15).
Hmo vocog

H Oepancia acBevav pe Nma voco meptlapfavel mm yopnynon npeovilordvig oe
docoroyia 0,5 - 1 mg/kg v nuépa (péylom 66om 60-80mg/muépa). H apyikn d6om Oa
npénel va cvveylotel Yo 4 gfdopddec, ondte kol Bo mpénel va yivel otadlokn pPeiwon NG
doong av vmapyel Peitioon (vmoydpnon g  apbBpitidoac/apbpaiyiog, TOV YEVIKOV
CUUTTOUATOV, TOV depraTK®V PAAPBOV Kot pn epedvion véov exkdnimdcemv tng vocov). H
otadiokn peimon g d6ong e TPedviLoAdOVN G TPENEL VO, Yivel ol dote otov 3° - 4° uiqva va
otdoet To 20 mg/Muépa pe TEPALTEP®D OTAOIOKY HEI®ON TNG 060MG Kol GTOYO 1) GUVOAIKN
SLAPKELD TNG XYOPNYNOTG KOPTIKOGTEPOEWMV VO, UnV vrepPaivel Tovg 6-8 punvec.

e acbeveic pe vooo avOekTiki 610 KOPTIKOGTEPOELDN 1 0 adLVOio UElmoNg TG
d00NG TOV KOPTIKOGTEPOEWMY OCE OVEKTO/OmOdeKTA emineda, yopnyeital emumpochet
aVOGOKOTAOTOATIKY aywyn. Ilpdtn emioyn eivar n  alaBerompivy oe docoroyia 2
mg/kgmuépo | N peBotpedtn amd tov oTOHNTOC M| LVOdoPimG oe docoroyia 15 - 25
mg/efoonddo pe mapIAANAN yopnynon @LAAKoD offog oe 66om Smg efdouadiainc. H
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dugpkela G ayoyng elvar yia éva ypévo TovAdyiotov peTd TV emitevén Veeonc. H emioyn
petalt pebotpegdng ko alabelonpivng mpémet va yivetor pe féon to eEatopikevpévo mpoeit
to&wdtNTag Yo Kabe achevi Kot TIg TPOTIUNGELS TOL acBevoig kat Tov Bepdmova.

AgVtepn emhoyn givor n yopriynon mycophenolate mofetil ce docoroyio amd 2000
mg ®¢ 3000 mg nuepnoing dtoaupepévn og 800 ddoelg (Bepomeio ektdg emionung EvoetEng).

Mérpro — cofapn vOcoc

H Oepaneic tov acbevav mepilouPdaver dvo @acelg, ™V opywkn Oepoaneio
€QOOOV/EmayYNG Ko TN Bepaneia cuvtipnong.

H npot @don mepthapPavel pedvimzpedvilorovn (7-15 mg/kgmuépo evdoprePimg
v 3 NUEPEC), Kot akolovOmg yoprynon apeoVILoAovING amd TOV GTOUATOG 1) EVOOPAEPinG o€
doon 1 mg/kg muepnoiong (6t mepiocdtepo omd 60 - 80 mg/Mmuépa). o T otadioxn
EMITTOOT TNG 006NC TOV KOPTIKOGTEPOEWMV, 1GYVEL OTL KoL GTNV HTTLe VOGO.

XM  @acn outh, M YOPNYNON TOV KOPTIKOGTEPOEW®OV GLVOLALETOL E
KUKAOQMGPANioN. AVOAVTIKOTEPQ, 1| KOKAOPOGPAUION umopel va yopnynoel oe evoopAiEPieg
doeig og 86on 15 mg/kg avd 2-3 efdopddec 1} 0.75 g/m? avd 3-4 efdopades. Otav emhéyetan
N evO0QAEPLO YOPTYNON CLVIGTATAL 1) GUUTANPOUATIKY YopnyNnon evoopiefiong MESNA wg
TPOPVAOENG EVAVTL TNG OHOPPAYIKNG KLOTITIONG. EvaAloktikd, 1 KukAopoooopion pmopel
va yopnynOet amd tov otopatog o€ 06on 1.5 — 2 mg/kg/muépa. H d6om g kukAopmcpapiong
TPOTOTOLELTAL AVOAGY®G TNG NAKIOG, TNG VEPPIKNG AgLTovpYiag Kot Tov aplfpod TV AEuKdV,
onwg meprypapetar oto apdptmua. H didpkeiad g aymyng €podov pe KUKAOQG®OOPOLION
glvon 3 - 6 pnvec.

Ye mepintoon VOocOL OVOEKTIKNG O©TO GLUVOLOOUO KOPTIKOGTEPOEWMV Kol
KUKAOQOOGQAUIdNG M av vrdpyovv ovievdelels otn yopnynon NG KuKAOQPOOQOUIONG,
umopovv va ypnouomombodv dcelg eVOOPAEPIOY KOPTIKOGTEPOEIODV (OTMG TEPTYPAPNKIY
TOPUTAV®) KoL KATO0C 0VOCOKATACTOUATIKOG TopayovTag Tov dev €xel Eavaypnotpomomel
670 cvykekpévo acbevn (alabelompivn, pebotpe&dtn, MMF) ot péylotn avekt doon).

H 6gvtepn @don mepihapfaver m Oepancio cuvtypnong. Qg yevikn opyn, n epomeio
ouvTHpNoNG TPEMEL va dtopkel Tovddylotov 18-24 unveg uetd v emitevén veeong. Ipm
gmioyn sivon M afaBgompivy amd tov otopatog oe doon 2 mg/kg muepnoiog M 1
peBotpedtn omd tov oTOUATOG N VIOdopiwg oe docoroyion 15 - 25 mg/efoouddo pe
TAPUAANAT YopNyNoN eLALIKOD 0&E0C o€ 000N Smg efdouadiaimg. Asutepn exthoyn omoTeELEl
n yopnynon mycophenolate mofetil (MMF) oe docoloyia amd 2000 mg w¢ 3000 mg
nuepnoing dupepévn o 600 d0cELS.

YopminpOuaTiKy oyoyn

O emopkng éleyyog TG aptnplokng mieong otnv PAN eivol onpovtikog, 10iog og

ocuvomapEn  veppikng ovemdpkelog. [lpoteiveton 1 yopnynon &vog avacToria TOL

petatpentikod eviopov (aMEA) kabog eivor 1d1aitepo amoTteAecHOTIKOl GE  €501POC
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VEQPPIKNG OVETAPKENG-AEVKOUATOVPIOG. YTApYel ®otdG0 0 Kivdvvog emdeivoong g
VEQPIKNG OVETAPKELNS, AOY® NG Apons Tng enidopaong g ayysoteveivng I ot dwtipnon
mg onepapatikng ombnone. ‘Etor, av n yprion aMEA mpokaAécel onuovtikny ovénom
(>30%) otV Kpeatvivn opov, Ba mpénetl va ypnoomoindel AVTIWAEPTAGIKN ay®YT] GAANG
Katnyopiog (my. avactoreic StovA®V acPecTion)

Sopuminpopoatikd, ot acbeveic mov Aapfdvovv aymyn He KUKAOQOGEAUION 1
Rituximab cvwviotdtonr va Aoppdvovv ynuetompoevriaén évavtt Pneumocystis jirovecii e
Tpwebompiun/covipapefo&aloin and tov otopatog oe d66on 800/160 mg tpelg Qopéc TV
gPdouad KABMS Kol OVTIOGTEOTOPWTIKY Oy®YN.

XXETIZOMENH ME XPONIA HBV AOIMQEH
Hmo voécoc

e N VOGO UITOPOVUE VO, YPTCLLOTOUNGOVUE AVTIIKY] aymyr] ®g povobepamneio. H
aVTUKY aymyn Tpénel va divetal mhvto o€ cuvepyasio pe eEEIOIKEVUEVO NTOTOAOYO, BGTE VA
ATOPUCIOTElL EUTEPIOTATOUEVE TO €160C Kot 1 SLAPKELD TNG OVIUKNAG Oy®YNS, KoOmg Kot M
mapokolovOnon tov acBevolc. Ilpotipovvror Ta aviukd EAPUOKO OmO TOV GTOUNTOG
(entecavir, tenofovir) mov eugaviCovv pKkp TOAVOTNTA EUPAVIONG AVTIGTOONG OF
LOKPOYPOVIL XOPNYNON 1 1 TEYKLAMMUEVT] IVTEPPEPOVT O

Métpuo — coBopn vooog

Acbeveig mov eppaviCovror pe cofapég exdnimoelg o{mddovg Toivaptnpuitidng Oa
TPETEL VO, OVTILETOTILOVTOL LE GVVOVAGUO OVTUKNG KOl 0VOGOKATAGTOATIKTG aymyne. [ tnv
AVTUKN aywyn oyveL 0,1t Kot 6Ty NI vOGo.

Ot aobeveig pe coPopéc exdnidoelg pmopodv va meeinbodv amd ™ yoprynon
OVOGOKOTAGTOATIKNG ay®myns Ppayxeiog didpkeag, divoviog ypodvo oIV OVIUKN ayodYr| Vo
OpAoEL OMOTEAECUATIKA GTIV KOTOTOAEUNOT TOL 0rTiov, dnAad1 g xpovieg HBV doipménc.
To &l00¢ TG OVOGOKAUTAGTOATIKNAG Oy®YNG €ivol TapOUOl0 UE OVTO TOL TEPLYPAPNKE GTNV
100N popoen.

AEPMATIKH OZQAHX IIOAYAPTHPIITIAA

H Oepamevtikn mpocéyyion e uepovouévne PAN 11 PAN evdc opydvov e€aptdrtal
amd 1o €ido¢ Tov 10700 WOV mpooParietal. H deppotiky PAN yevikd avtipetonileto
Tapopole, pe v \re. cvotnuatikny PAN, evd n mpocfoin evog uévo opydvov pmopel va
aKOAOVONGEL LOVOKVKAIKT TOPEiLD. TNV TAEIOVOTNTO TOV TEPIMTOGE®V 1 Ogpomeio TANY NG
¥eWPoLPYIKNG ektoung (my. PAN y0Andoyov kdotng) dev gival amapaitntn Kol opKOOUAGTE
oTNV TapoKolohOnon TV acbevav, avd Tpiunvo yio Tov Ip®mTo XPOVo Kot avd 6 pe 12 pfveg
GT1 GLVEYELQ.

OePOTEVTIKEG EMAOYEG GTNV OVTIUETOTION TNG OEPLATIKNG 0{dO0VE TOALAPTNPUTIONG
mov Bempeitor Mo o€ PopdTNTO Kot £KTACT GTOTELODV TO U] GTEPLVOELDN OVTLPAEYLOVOON

QApLOKE, 1] KOAYIKIVY, TO KOPTIKOGTEPOESN ard Tov otopatog (~ 0.5 mg/kg/muépa) kot dAla
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eapuako (doyovn, vdposuyAwpokivn). Le un avtomTokplon, uropel va yopnyndovv avEnuéveg
d6oe1g kopTikoeWdv (mpedvicorovn: 0.5 - 1 mg/kg/muépa, péyiot do6on 60-80 mg/muépa).
INa ™ otadiokn peimon g 600MG TOV KOPTIKOGTEPOEWIMV 1GYVEL OTL KOl GTNV NI VOGO
otV wWoradn olddn moivaptnpitida.

Xe aobeveic pe vOoo avBeKTiK] 6TO. KOPTIKOGTEPOELN N o€ advvapio peimong g
d00MG TOV KOPTIKOGTEPOEWMV GE OVEKTA/OMOOEKTA emimeda, yopmnyovvtol emmpocheta
alaBgiompivn 1 peBotpelatn 6mwg £yl TEPLYPAPEL TOPUTAV®. ZTAVIO KOl GE TOAD GOPBupPEC
N avlextég meputmaoelc Bo pmopovoe va ypnopomombel Kot 1 KuKAOPOoEauion pe Baon

T GYNUATO TTOV EYOVV O avapePDEL.
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ivaxkag 15

IAIOTAGHX OZQAHX IIOAYAPTHPITIAA

Apactikij ovoia 066g Xopyynong Aoon
Mpedovilorovn pos 40-60 mg/muépa
]
MeOvimpedvilorovn pos 32-48 mg/muépa.
METPIA/ZXOBAPH NOXOX
OEPAIIEIA E®OAOY
MeOvimpeovilorovn iv 7-15 mg/kg nuepnoing yio 3 nuépeg
Mpeovilorovn pos 1 mg/kg/Mmuépa
Kal
Kvkhopoopapion pos 1,5-2 mg/kg/Mmpépa
\Y% 15 mg/kg ava 2-3 efdopddeg
Eni avtevoci&emv ot 1opynon KOKAOQOGQauiong
Me0Botpelatn pos 1M sc 15-25 mg/efdopdada
|
AlaBzr0mpivy pos 2 mg/kg/muépa
|
Mycophenolate mofetil* pos 2-3 gm/muépa
OEPAIIEIA ZYNTHPHXZHX
In emioyn
Me0OotpeEatn pos 1 sc 15-25 mg/eBdopdda
i
AlaOciompivy pos 2 mg/kg/mpépa
21 emro
Mycophenolate mofetil* pos 2-3 gm/Mpépa

* Xoprynon extog emionung £voeiEng (off-label)
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IHAPAPTHMATA

MMAPAPTHMA 1
Kpitiipuo evepyotnrtog apnpitidog Takayasu

Evepyog vooog opileton  epedvion N emdeivoon = 2 ek TOV ToPOKATO:

1. Zvotpotikég eKOMADGCELS (TT.). TUPETOG, LVOCKEAETIKEG EKONAMDCELS) TOV dEV
UTOPOLV V. atod0000V 6 GAAN atTlioAoYia

2. Topovoio avénuévev seiktav eieypoving (TKE)

[Tapovsio onueiwv ayyelakng eAeYHoVIG 1 woyoupiag (xyoidtra, peioon M
amovcio ceVEEMV, Kap®TOOLVIa, dPOPH APTNPLIKNG TEGNS AVM 1 KAT®
axpwv)

4. Tomkd ayyeloypaeikd evpnUaTo (OTEVOOCELS, OVEVPVUGLOTIKTY S1UTACT) KOTA
TNV OTEKOVION).

Kerr GS, et al. Takayasu arteritis. Ann Intern Med 1994;120:919-29.

36



ITAPAPTHMA 2

Extipnon g evepyomyrag tov ANCA ayysutiowv

H extipnon mg evepydmtag g vooou yivetar pe t kAipoka BVAS (Birmingham Vasculitis

Activity Score,version 3).

Enuiééte éva avtikeipevo povo av amodidetat og evepyod

ayysutida. Av dev vépyovV SToPoyES G KATOLo EVOTNTO,
emAéETe « Kavévay Y10 10 GUYKEKPLEVO OPYOVO-GUGTI L

Av O)eg ot dratapayéc opeidovTon o€ gpévovaa vooo (evepyds
ayyeitida mwov dev gppaviotnke/emdevodnke Tig tedevtaieg 4
eBdouadeq), emréEre kEMMENOYZA» otnv kdtm de€1d yovia

Eivol ovti n tpdTn sktipnon tov oc0svoig; Nor O On O
Kavéva Evepydc vocog Kavéva Evepydg vocog
1. 'evika O 6. Kopdwayysioko O
Mookyieg O Amovcio c@OEemv O
ApBpodyieg / apbpitida O BoApidondOeio O
[Mupetog > 38° C O Iepcapditida O
Andlewo Bapovg > 2 Kg O Zm0dyym O
2. Aéppa @) Mvoxkopdionddeio O
"Epgppoxto O SVUEOPNTIKT KOPILOKT] OVETAPKELD O
IMoppopa O 7. Kowia O
"EAxog O [eprrovitida O
Tayypawva O Aoppayikn diéppotio O
AMAN deppatikn ayyeutida O Kotuakd dAyog ioyoitkod Tomou O
3. Bievoyévor / O@Baipoi O 8. Neopoi O
Yropotikd Ak O Ynéptoon O
Tevymrikd éhkn O [pwteivovpio >1+ O
(I)klayuovﬁ olEAOYOVOV 1 SUKPLIKOV o Autorovpia 10 RBCs/hpf o
adEVmV
ENUOVTIKN TPOTT®ON O Kpeatwvivn opov 1,41-2,81 mg/dl* O
TxAnpitida / EmoxkAnpitida O Kpeatwvivn opov 2,82-5,64 mg/dl* O
Emnepukitido / Bhepoapitida / Kepotitido O Kpeatwvivn opov >5,65 mg/dl* O
®o6lwon dpaocng O AvENoN g kpeatvivng opov >30% 1 o
Apvidu andrelo Opacng O peimon g kdbapong kpeatvivng >25%
Payoewditda O *No. GOUTANPOVOVTOL HOVO KOTE TNV IPATY EKTIPUNON
BMaBeg appipAnotpoetdoie (ayyetitida/ 9. Nevp KO Gvathpa
OpopPmon/eEdpdpata/aoppayiec) © Kepuralyia
poupwon pop Hoppayleg Mnvyyitido
4. Qro./ Piva / Adpoyyag @) Zoyyvon

Eniotaén/Mepppaves/ Exn/Koxkkidpata

Hopoppvokormitida
Yroylottidikn otévoon
Bapnkoia ayoyipdmrog
NevpoaicOniploc Bapnkoio

5. Odpokog O
Zoptypodg

‘Ofo1 1 Koo TEG

ITAevprtikny cvAloyn| / TAevpoduvia
Ambnuoato

EvdoBpoyywn BAGPN

Mo arpomtuon/Koywedkn apopayio
AvamvevoTikn avendpkelo

OO0 OOO0OO0OO |[0OOOO O

Yracpol (OxL VIEPTUCIKNG ALTIOAOYIOG)
AyyeloKo eyKEQUAIKO eTEI0O010
Mvuglomdfeia

ITapeon kpaviarkob vebpov

AeOntikn Tepipepikn vevpomddeio
IToAhamAn povovevpitido

O0O0O00O000O0

10. Adha. O
0.
B.
Y.
d

MONO EMMENOYXA NOXOZX:
(EméEte av Oleg ot dratapayég amodidovrol
o€ gUpPEVOVGA VOGO)

|:| 0000
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IFAQXXAPIO KAI BAOGMOAOI'HXH BVAS

0dnyigg Yo ™) sopmipoocn Tov BVAS
1. Ot ekdnrodoelg ™¢ voocov PobuoAioyodviar poévo av amodidovroar ce evepyd ayyesuitido. H
exdNAwon g vooov dev mpémel va Pabpoloyeitar ov vadpyel AOYIKT) EVOAAUKTIKY oLTiol Yl T

CUUTTAOUATA, T.Y. AOTH®EN, POPHOKEVTIKY aVTIOPACT, GAAN GuVOCT|POTNTO.

2. Emiéére «Eppévovco vocogy edv oleg ot dwotapoyés amodidoviar oe oe evepyd (oA OxL
veogeoviLopevn 1 emdevoLevn) ayyeitido.

3. T m ocvumhipoon opopévev and ta nedio, eivol amapaitnn 1 ektipnon amd 10Ttpovs GAA®V
EL0IKOTNTAOV 1] TO OTOTEAEGLLOTO EPYACTNPLOKAV 1] AMEWOVICTIK®OV eEgTdoswv. Me e€aipeon avtég
TG MEPMTAOCELS, 1| POPLLO TPETEL VAL GOUTANPDOVETOL GTO GOVOAD TNG TN OTLYUN TNG EKTIUNONG.

ue amewdvion)

4. Ta media g kpeatvivng 0poh CLUTANPOVOVTOL LOVO KATA TNV TPMTI EXICKEYT).
5. Avtikeipeva mov onpeudvovtal pe aotepioko (¥) dev eivor oopfatd pe «eppévoucay voco. Avtég
0l eKONADGCELG GUVIGTOVV TTAVTOTE VEOEUPOVILOUEVT 1| emdeVODUEV VOGO Otav amodidovTol o€
evepyd ayyeutida.
Exdnroo Opiopé Eppévovoa Néa /
" " propos HH Emdgivodpevn
1. I'evika Méyotes Tuég 2 3
Muodyieg Alyog 6TOVG POEG 1 1
ApBparyieg i) apHpitida Akyog 1 pAeypovn TV apbpdoemv 1 1
Texunpropévn OeppopéTpnon GTOUATOS 1

TTupetdg > 38°C pooydAne. Av petpnbei Oeppokpacio opfov, 2 2
70 Op1o givau 38.5°C

Anéhewo Bapove = 2 kg Anodleo énpov COUOTICOY Bapovg yopig 2 2
Sl TIKS TEPLOPIOUS

2. Aéppo. Méywotes Tnég 3

Euopaxto Teproyn ISTUKNG VEKPOOTIG 1] LTOVOYLES 1 5

awoppayieg

Tpogbpa YnoSspuqusg il DZTOBXS\{O’YOVLSCJ 1 2

aoppayieg omovasio TpodpoTog

"EAxog ADOTM 6N GLVEXELD, TOL SEPUATOG 1 4

T'ayypawva Exteropévn 1otikn vékpoon 2 6

, , . Awtoot nedioon, vroddpia olidia, 0lddeg

AN depUOTIKN aryyeUTido £pUONI0L KT 1 2

3. Brevoyovor / O@Oaipoi Méyotes Tuég 3 6

- . Apbmdng otoparitido, Pabed A,

Troparid Eran / KokkibpaTa VEPTANGIO OVA@V («OIKNV PPAOVAAGY) ! 2

Tevvnricd €k ‘EAxn yevwntikdv opydvav 1 teptvéon 1 1

;Qgg’(;l\?\’ﬂ oEhoyGvv 1 dokpuidy DLeypov olEAOYOVEV 1 SUKPUIKOV adEVMV 2 4

INUOVTIKY TPOTTOON [poémTmon opBoipod > 2 mm 2 4

TiAnpitdo / Emorinpitido DAeypovi Tov GKANPOH YITOVA 1 2

Emepukitido/Brepopitido/ Pheypovi OV EMTEQLKOTT, Prepdpov

. KePOTOES0VG — Un 0PeLdpeVN o€ 1 1

Kepartitida .

Enpoeboptio

®dlwon dpacng Encdeivoon g ontikng o&dmnrtog 2 3

Awpvidio andAgio dpaong* O&glo andAeto g 6poong * 6

Poyoeidizido GDXsyqun w00 POYOELBOVG réva (ip1da, 2 6

OKTIVOTO GO0, YOPELOELDES)
Eucova ayyetitidag apeiAnctpoetdodc om

BAGBeC auginoTposidobde KAWVIKY a;smcn (“sheathing” of ret’mal

. . , vessels) 1 ot provopoayyeloypapia,
(ayyetitda / OpopPwon / e&ldpmdpota , P , 2 6
 owpoppayice) Opopupmon aptnpidv 1 prefodv
apeBAnotpoetdons, potakd e&ldpdpoto/
apEBANCTPOESIKN apopparyio
4.Qro / Piva / Adpoyyag Méynotes Tipég 3 6
Apatnpéc, BAEVOTLUMIELS PIVIKES EKKPIOELS,

Eniota&n / MepPpbveg / Eikn / K(l(pSOEELSSlQ nepp PAVES Tov SUXvVa .

. ATOPPACTGOVV TIG PVIKEG OaAdpES, PIVIKA 2 4

Kokkibpota . , . .

€Mk 1 KokKiopatdders PAdeg mov
avadelkvhovTol 6T pvookonnon
EvawsOnoia 1 dhyog oty mepoyn tov
[MapoppvokoAmitido napoppviov KOAToV (cuyva emPeBoimpévn 1 2
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Néo. /

Exonioon Opopdg Eppévovoa Embewobpe
Yroylottidikn otéveon Zuptypnodc i Ppdryyog opethdeva oe
QAEYLLOVT| KOL GTEVOOT) TING VTOYAMTTIOKNG 3 6
TEPLOYNG OTNV AXPLYYOSKOTNON
Bapnkoia ayoyipdmrog AT®AEL 0KOTIG OPEIAOLLEVT] GE GUUUETOXN
oV Hécov oTo¢ (emPBeformpévn pe 1 3
OKOOUETPIN)
NevpoarsOntiprog Bapnkoio AndAeln aKong opeddLevn o PAGPN Tov
AKOVGTIKOV VEVPOL 1) KoyAakn BAGSN 2 6
(emPePoropévn pe axoopeTpio)
5. Oapokog Méyotes Tuég 3 6
Zupypog Zupypudc otnv KAvikn e€€taon 1 2
‘Ofo1 ) KOO TES Néeg BAafeg otov anekovioTikd EAeyyo * 3
IMevprrkd dryog kaun Nyog tpiPng otnv
ITkevpirikr cvAloyr| / TAevpoduvia KAvIKY €EETOOT), OKTIVOAOYIKE 2 4
emPePoropévn TAevpiTikn cGuAloyn
AmBrpota Onwg Srlamcrd)vov,rat oe AKTIVOYPOQia 1) 2 4
a&ovikn topoypopio Ompaka
EvdoBpoyyikds wendodykog 1 EAKMTIKEG
PBAGBec. Znueiwon: OUOAEG OTEVOTIKES
EvdoBpoyyn Brapn BAGPec KaTaypdpovTol 6To deiktn 2 4
xpovidtntog VDI. Ot vroyrottidikéc PAGPes
va Kotaypdoovial otnyv gvotnta 4.
Molun opdmTvon / koyedikn Meilov Tvevpovikn aoppayia, He 4 6
opopparyio LETOKIVOVLLEVO, TVEVLOVIKG SO paTo
AVOTVELGTIKN avETdpKELDL AVAyKn UNYoviKov oepIGLon 4 6
6. Kapdwnyysiokd Méywotes Tnég 3 6
Anovoio spbEeny Khwvika St(xmcr,o)uévn amovcio 7,tap1(pa;')u<d)v 1 4
OPTNPLIKAV GPVEEMV GE OTOLOONTOTE GIKPO
KAwin 1 vepnyoypaeikn Slomictmon
BoApidomadeto BAGPNG otV aopTIKy / piTpoedn / 2 4
TvevpovikT BaABida
Tepikapditido Hspmqp&q@ GAyog / og Tp1png otnv 1 3
KAwvikn g€€toon
Tomkd 16T0p1Kd Bwpakikod dAyovs Tov
2mn0ayym 00N yel o€ EUEPayo TOL HVOKAPSIoL 1) 2 4
omOdyyn
ENHOVTIKG ETNPEACUEVT] KOPILOKN
Muokapdtondfeta Xsttqupyi(x 0PEINO usvr} o€ Dnomvnciq oV 3 6
TOY(DUOTOG TOV KOTM®V, emPefotmpévn pe
vrepnyoKapdloypopio
ZVUQOPNTIKT KOPOLOKT) OVETAPKELDL f}i sﬁgzgé\g@?‘?@m Béoet wotopikod 3 6
7. Kowia Méywotes Tuég 4 9
Teprrovitida Tomkd KO})»I(XKO GAy0g svrﬁsuaucé 3 9
GUUUETOYNG TOV TEPLTOVAIOV
Awoppayikn didppota [pdceatng évapéng 3 9
Tomkd KOMOKO AAYOG EVIEIKTIKO 1oy Ui0G
Kothod dAyog ioyanpiicod Tomov TOL eVTEPOV, eMPEPAIOUEVNG e amEKOVION 2 6
1M dteyyelpnTiKd
8. Negpoi Méyetes Tipég 6 12
Yréptaon Awotolkn >95 mm Hg 1 4
Mpwreivovpio ;lJr ot yevikn e€étaon ovpwv 1 >0.29/24 2 4
ours
«Métpray ot yevikn ovpwv 1 >10
Awarovpio RBCs/phf, cuyvd cuvodevdpevn pe 3 6
£pLOPOKLTTOPLKOVG KVAIVOPOLG
Kpeatwvivn opov 1,41-2,81 mg/dl 2 4
Kpeatwvivn opov 2,82-5,64 mg/dl Moévo oty TpdTN EKTIUNON 3 6
Kpeativivn opod > 5,65 mg/dl 4 8
[TpoodevTikt| eMdEivmOT TNG VEPPIKNG
>30% av&non oty kpeatvivn 1 Aertovpyiac. Mmopei vo ypnotporomdei e
>25% eldrtwon oty kabapon KkaBe extiumon, edv 1 veppikn Aettovpyio * 6

KpeoTvivng*

€xel emdevobel og oyéon pe TponyodueT
T
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Néo. /

Exonioon Opopdg Eppévovoa Embewobpe

9. Nevpiké cvotnuo Méyotes Tnég 6 9

Keparoryio Acvviifiotn Kot gppévouca kKe@oolyio 1 1

Mnviyyitida Klwvucég evdeiéelg unviyyiopot 1 3
Awtapayég TPOGAVATOMGHOV, LVAUNG 1)

Soyyoon GAL@V VO TIKOV AELTOVPYLDOV ATOVGiaL 1 3

LETAPOAKDV, YOYLUTPIKADV QOPHLOKEVTIKAOV
N To&KaV attiov

Khwucég | nAekTpoeyke@aAoypapiég
evdeifelg maboloyikng NAEKTPIKNG 3 9
SpaoTNPIOTNTOC TOV EYKEQHAOD

Yrocpol (Ol VITEPTAGIKNG
attiohoyiog)

Eotiokd vevporoyikd onueia didpketag >24
Ayyelaxd eyKeOMKO ETEIGOII0 POV TOL AmodidoVTaL GE AyYELOKO 3 9
£ng1c0010 Tov KNX

Khwucég 1 anekovioticég evieilelg

MveghomdOeio , , A
GUUUETOYNG TOV VOTLOHOL HUENOD

Kl wvucég evdei&eig mdpeong kpaviakon
vevpov — (Babporoyeiote Ty mapeom g
VII eykepoatkng cvluyiog og

Tlapeon kpoviakov vevpov vevpoarsOniplo Papnkoia, un 3 6
Babpoloyeite mapécels 0PHaApOKIVITIKGOV
veVpOV edv opeilovtal 6g TECTIKA
QowvouEVD)

Yrokeevikod ocntikd Edela yopic

AroOntikn meprpepikn vevpomdOeia SEpUOTOMLAKT KOTAVOLLY

Movipng 1 TOALATAN TAPECT] KIVITIKOV 3 9

TToAhamAn povovevpitida .

Ta dtbpopa ototyeia mov meptrapPdvovior oto gpyareio evepydtntag BVAS
tagwopovvion oe peiova kot eddocova. Me Bdaon ovtd, mpokbmTovy ot axkdAovHol
oplopot.

Opwopoi
Ypeon
Kolog eheyyopevn vocog
- Ymo ayoyn vVeeon: Huepriowa 66om mpedvilordvng < 10 mg koaw BVAS <1
Yo dtdoTna > 6 Uveg

- Yoeon gkevbepn ayoyne: Kappio ayoyn yuo > 6 puinveg
Yrotpony
Nobcog, n omoia eheyydTay KOA®OG (Le N xOPig aymyn) Kot TAEOV elvar evepyn

- Meilov vrotpont): Avénon o > 1 peiCova otoryeio tov BVAS

- EAdocwv vmotpomn: AvEnon oe > 1 ehdocova otoryein tov BVAS,

amovcia peilovog otoryeiov
AvOexTiKi) vo6og:
E&ehoodpevn vosog mov dev avtamokpivetal otnv Bepaneio kot dev £xel emrevydel
Ve
Iepropiouévy voocog:

- Amovcio evepyol OTEPAUATOVEPPITIONG (PLGIOAOYIKT KPeATVIVI) 0pOoD,

amovGio pLOPOKVTTAPIKMOV KLAVOP®V N TPpWTEIVOLPIOG) Kot

- Amovcia peilovog mpooPoing ametAntikng yio {otikd dpyavo 1 ) {on

TV 060evaV (1. TVELHOVIKT aupoppayia, ayyetitioa KN, emdevoduevn
coPopn] mePLPePIKN vevpomadeln, oQBUAUIKOS WYeLdOOYKOG, apoppayio
YOG TPEVTEPIKOV, TEPIKAPIITION, LVOKOPIITION).

2ofapi/yevikeouévy vocog:
O)ot o1t vTOAOTOL GHEVELG, TANV QLTOV TOV TEPLYPAPOVTOL GTNV TEPLOPIGLUEVT VOGO.
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ITAPAPTHMA 3

TPOIIOIIOIHXH THX AOXHX THX KYKAO®QXDAMIAHE ANAAOTI'QE OAOY
XOPHI'HXHX, HAIKIAY, NEOPIKHX AEITOYPI'TAX KAI APIOMOY WBC

KvkAoomo@apién amxd Tov ctopatoc (POS)

* Méyiot 660om: 200 mg nuepncing
* Hlio > 60 etddv: peiwon d6ong kotd 25%
* Hlio > 75 etdyv: pelwon d6ong kotd 50%

*  'Eleyyog pe yevikn aipotog Kabe efdopdoa tov mpdto pufva, avd dvo gfdouddeg to
dgvTEPO KOt TPiTO PUival Kot akoAovBmg ava uiva. EAdttoon g d0omg, av o aptfpdc
tov WBC<4.000/mm®.

EvoooAiifra KukAOQ@®GQUuion

Tpomomoinon d061¢ EVOOPAEPLAS KOKLOYOGPARIONG
Baoel nikiag Kol vepPIKig AetTovpyiog
(rpwtokoro CYCLOPS)

Kpeatwvivn opov (mg/dL)

Hxkia (£11) 1.7-34 34-56
<60 15 mg/kg/don 12.5 mg/kg/mon
60 - 70 12.5 mg/kg/mon 10 mg/kg/mdon
>70 10 mg/kg/mdon 7.5 mg/kg/don

Tpormomoinon o66ong Bacet MMKiog Kol ve@pIKNg Asttovpyiog (vrwoloyiopnoc Pacsl
EMQPAVELOS CONUTOC)

Aocoloyia: 0.75 g/m” avé 3—4 eBdopddec.
EAdttoon e apyikig 86ong og 0.5 g/m’ oe:
- Hukia > 60 etov 1
- GFR < 20 ml/min/1.73 m?

Tpomomoinen 6061NS AGEMV KUKAOQOGOoNioNS facsr aprtOpnod ALVKOV apocQoLpimy

Métpnon apBpod WBC v quépa the mpoypopuotiouévng wong 1 1o nUEPQ, Tpiv.
Eav WBC <4 x 10°/L, téte:

- Avaotoh e 86ome émc 6Tov WBC>4 x 10%/L, kat

- EXdttoon g doomng g emduevng dong kot 25%

Métpnon WBC petald 10" ko 14" nuépog petd v won
Edv, 10 vadip tov WBC<3 x 10%/L (axéun kat av. WBC axpipédc mpw v don >4 x 10%/L),
to7E Y10 vadip WBC:
- 1-2 x 10°/L: eldrroon g ddong g emduevng dong katd 40% oe oyéon pe TNV
TPONYOVLEVN
- 2-3 x 10%L, eMdrtoon g ddong e emdpevng dong katd 20% oe oxéon pe TV
TPONYOVLEVT
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