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NO202 AAAMANTIAAH-BEHCET
MEPIZTATIKO#18

Attio Elcodou/Napovoco NOGOC

e AcBevng, avdpag, 26 eTwV, MPOCEPXETAL AOYW KOLALOKAC
dlataonc, Bwpakikou Kat KOALaKOU AAYoUC Kol OLOAUATOC
KATW AKpWV AW armo wpwv

e Avadepetal emiong katd tn fadion emdeivwon Tou
Bwpakikol aAlyouc, aicOnua maApwy Kol EUKOAN KOTIWGoN

e AloOnua duodopiac otnv KolAla KoL NTILOTEPN KOLALOKA
Sdiataon amno 2 eBdouadwv



NO202 AAAMANTIAAH-BEHCET
MEPIZTATIKO#18

ATOULKO AVOULVNOTLKO

 Noooc Adapavtiadn-Behcet dtayvwoBeioa mtpo 5etiag
— Ynotpormialovta adOwdn EAKN oTOUATLKNG KOLAOTNTAC armo 15€tiag
— Ynotpormialovta €AKN YEVVNTIKWVY opyavwy amo 10etiag
— AVo enelcodla pdokukAitidac (AE) amo 5etiog
— AcUppetpn oAyoapBpitida, pun Stafpwtikn amo 5etiag
— Etepoluywtia HLA-B*51

o Qappakevutikn aywyn: Adalimumab 40mg/2w, Colchicine
1mg, /2x2



NO202 AAAMANTIAAH-BEHCET
MEPIZTATIKO#18

dDuowkn Eé€toon

* ZWTIKA oNUELaL:

— AlN: 122/90mmHg, HR: 86bpm (Umttia B€on) - AM: 120/90mmHg, HR:
110bpm (0pBLa B€on)

— 0:36,4°C, Sp02: 97%

e Efetaon kotd cuotnpaTa:
— Aokitng pe dlatetapévec emidavelakec GAEBEC TNC KOLALC
— HnatopeyaAia
— Odnua KATw aKpwv ApPw
— Teooepa eAacoova adBwdn EAKN OTOUATIKAC KOLAOTNTOLG



NO20O2 AAAMANTIAAH-BEHCET

NMEPI2ZTATIKO#18
Epyvaoctnplokog EAsyxocg
Hb (g/dl) 13.0
WBC (/) 10820
PLT (/) 252000
TKE (mm) 5
CRP (mg/!) 15.2
Creatinine (mg/dl) 1.09
SGOT (U/I) 545
SGPT (U/I) 651
vGT (U/I) 77
ALP (U/I) 76
LDH (U/1) 514
INR 1.14
D-dimer (0.5 pg/mil) 16.76
[evikn oUpwV Kb




NO202 AAAMANTIAAH-BEHCET
MEPIZTATIKO#18

ATELKOVLOTLKOC EAEYXOC

* u/s AvW-KATW KOALaC Kal
triplex nmatikwv pAePwv

 CT Avw-KATw KolAlog (e
TIPWTOKOAAO QTTELKOVLONG
nvlaiag kot Nratikwv pAeBwv

— Napovoia Bpoppou 3,4ek. otnv
KATw KolAn PAERa, oto onueilo
eKBOANC TwV nnatLKd)v
dAeBwv, o omoiog npOKa)\EL
oxedov mAnpn anocbpa&r] KATW
KOLANC Ko nnatLva bAeBwv.
HriatopeyaAia, aokitng, (AE)
TIAeUPLTIKA cUAAOYH, oldnua
EVIEPLKWV EALKWV

* Awdyvwon: Zuvdpopo Budd-
Chiari
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CT avw-Katw KolAiog
HLE MPWTOKOAAO ameLKOVLIONG TTUAaiog Kat nratikwv GAeBwv
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Nountog “‘EAey)0C

* CT Owpaka: ApvnTiKN YLt OVEUPUCUO TTVEULOVLKAC 0PTNPLOG

* Ymepnyokapdloypadnua: kb

e [aoTPOOKOTINON: TPELC ULKPEC KIPOLKEC OTAAEC



NO202 AAAMANTIAAH-BEHCET
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2uvdpopo Budd-Chiari — Atadopiki Arayvwon

ApvNTIKOC 0 EAEYXOC VLA LETOANAEELC TWV

' 1 yovidiwv Il, V kat yLo avenapkeLa
* ZUVVEVI’]C epOuBOCIJL)\la avtilBpopPivng lll, mpwteivng C kat S

* AvtidpwodoAutdikdo cuvdpopo aCL IgG, IgM (-), anti-B2GP! IgG, IgM (-)

, , , Kuttapopetpia poig apvnTikn
* [lapo&uVTIKN VUXTEPLVH ALLOODOLPLVOUPLAL | vl CD14, CD24, CDS5 f CD59

QVETIAPKN KAWVO

* MueloUmEePTAAOTIKEG SLATOPOAXEC | Apvntikds Eheyxoq yia petaMdEelg JAK2

o, : 1
aKon O¢ LG VE omAao lED ApvnTtikég CT Bwpakog, Avw, KATw KolAiag ylo veomAaoia

 Noooc Adapavtiadn-Behcet



NO202 AAAMANTIAAH-BEHCET
MEPIZTATIKO#18

AVTLULETWTILON

e Anakinra 100mg, 1x2 iv ylat 7 NUEPEC KoL 0TN cUVEXELA 1x1 sc

 Kukhopwodauidn 750mg iv tnv 8" nuepa

* Enoxaparin 80mg, 1x2

* FFP 1x2 LG 5 MPWTEG NUEPEG

 (Qoupooeuidbn 40mg, 1x1 po

e JmipovoAaktovn 25mg, 2x1 po



NO202 AAAMANTIAAH-BEHCET

NMEPIZTATIKO#18
Nopeio NoGou
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NO202 AAAMANTIAAH-BEHCET
MEPIZTATIKO#18

EnavaAnnuikn CT peta ano 2% UNVEC

 Meiwon BpopuBou 0,8 k.

* Mapoapovn nratopeyaAiog

* Efadavion aokitn, (AE)
TAEUPLTLKNAC CUAAOYNCG,
OLONUOTOG EVIEPLIKWYV
eAlKwV




NO202 AAAMANTIAAH-BEHCET
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EnavaAnmntikn CT petd ano 2% MAVEC




NO20z2 AAAMANTIAAH-BEHCET
KAINIKH EIKONA

e JTOMOTLKA EAKN (95%)
e [evvntkad €Akn (80-90%)
e AeplaTIKEC ekONAWOELC (75%)
e ApBpikec ekdnAwoewv (50-80%)
— AocUppeTpn oAlyoopBpitida KATw AKPpwWV
— lepoAayovitida (10%)
 OdBaAuikec eAdnAwoelc (50%)
— Navpayoewbitidba
— Mepovwpévn npocBia (10%)
— Ayyelitidba apdiBAnotpoetdouc (20%)
e Ayyelakec ekbnAwoelc (40%)
* Neupoloyikec ekdbnAwoelc (<10%)
* [ooTpeVIEPLKEC eKONAWOELC (5%)



NO20z2 AAAMANTIAAH-BEHCET
KAINIKH EIKONA-AITEIAKEZ EKAHAQZEIZ

DAeBixd ) aptnploxs oxého  DNEBIKIIIPOGEOARII N
30%
o 28%
NotktMa peyebous 16,5%
12,5%
4%
2,3%

Anodpain aAAwv octeAeXwvV 3,3%
(0]11:Y3 £ 5o 1101V LA GINGDZEINO TSN At dbpaén 1| aVEUPUCHA OKEAOUG 6%

KOTTOPO TLEPLOYYELALKA KOLL Andodpaén GAAwv OTEAEXWV 1) 6%

OTO vasa vasorum OVEUPUCUATWV
Anodpaén 1N AVEUPUOHO TIVEUMOVIKWV ¥

ayyeiwv

AVEUPUOHA CLOPTHG 2,3%

Bettiol et al. Rheumatology 2020;1(59)(Suppll3:101-107

Koc et al. ] Rheumatol 1992 Mar(19)3:402-410
https.//www.uptodate.com/contents/clinical-manifestations-and-diagnosis-of-behcet-syndrome?
Direskeneli H. Ann Rheum Dis 2001,60(11):996

AEUKOKUTOPLKN ayyeLTida e
TIEPLOYYELOKN EVTOTILON

Opoupwon ayyeiwv
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NO202 AAAMANTIAAH-BEHCET

MEPIZTATIKO#18
20vSpopo Budd-Chiari zuvépouo Budd-Chiari
otn voco Adapavtiadn-Behcget un oxetwlopevo pe Adapavtiadn-Behcet

e Jmavio erimAokn (2,4%) * Avbpec: 35%

* [lopAyovieg KLVSL:JVOU: égvépeq e HAwia: 38 (16-77) etV
(80%-90%), veapng nAtkiag [33 , , ,
(22-45) eTwv] * Hmnatwkeg pAEPBeG ouvnBeaTepn

¢ Kdtw koiAn pAEBa cuvnBéoTepn gvtomon Bpoppwong
eviorton Bpoupwong *  AVTOIOKPLON OE QVTLTNKTLKN

* Avrtamnokplon o€ ’ ’ aywyn
OVOCOTPOTIOTIOLNTLKI OyWwyh , , o

— Koptikootepoeldn *  Semg empiwon:79%
— AlaBelompivn

— Kukhodwodapuidn

— TNEFi

* H avtutnktkn aywyn 6¢
BeAtiwvel TNV erBiwon

* Setncenifiwon: 91%



NO202 AAAMANTIAAH-BEHCET

* NOLUWEELC
* HSV1, S.sanguinis,
mycobacterium

 MuwkpoBiopa
* [evetikol
* HLA-B51
* ERAP], IL23R, ICAM,
IL-10, pyrin, eNOS
* AvoooloyLkot
* MBL/lectin
* PTh1 kuttapokiveg
* PTh17 kuttapokiveg
* Abs/ICs
* OudcetepopiAa
* EvéodnAiaka

MAOOIENEIA
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Lecesse et al. Front Immunol 2019;10(5):1067



NO202 AAAMANTIAAH-BEHCET
MAOGOIENEIA

O poAo¢ Twv ovudetepoplAwv

— ML-8 amo PBMCs aacBevwv pe evepyo vooo Kal emtineda
OTO 0pO

— Evepyonoinuéva (CD64/Fcyl) o aoBeveic pue evepyod vooo
OTw¢ otn oNYn

— Opoc aoBevwv oe HUVEC kat ducloloylkd oudetepodlAa

* Ekdppaon CD11a/CD18 ota oubetepodila kot ICAM-1/E-selectin
ota evboOnAtaka kuttapa (HUVEC)

e Auénuévn npookoAAnon ouvdetepodAwv



NO202 AAAMANTIAAH-BEHCET

NMAOOIENEIA
O poAo¢ Twv oudetepOPLAwY

— IL1a, TNF, LPS - HUVEC

e Au&npeEvn mpookoAAnon oudeTepOPIAWY al0OEVWV VS UYLWV

— Evepyornownpévo evéobniwo (sICAM-1, E-selectin K.Amt.)

— Auénuevn apaywyn dltopoutaoncg urmepoéeldiov armo ta

ovdetepodla aicBevwyv Kal o PuCLOAOYLIKA
ouOETEPODIAD LETA ATTO ETWOCN E OPO A0OEVWV



NO2Oz AAAMANTIAAH-BEHCET
NMAOOIENEIA-ANOz2OOPOMBQ2zH

‘MNADPH oxidase ota
ouvdetepodplda - TROS -
kKapBovuliwon tvwdoyovou -
Avtiotaon tou vwdouc otn Avon
arto TNV MAQCULVN

Becatti et al. Circulation. 2016;133(3):302-11

NETs

— AuBopunta ano oudetepodplia
acBevwv

— AvaoTtoAn pe KoAxikivn k PD4i

— Opoc¢ acBevwyv entayel NETs armo
ducololoylka oudetepoPplha

Safi et al. ] Dermatol Sci. 2018;92(2):143
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NO202 AAAMANTIAAH-BEHCET
OEPAIEIA

* Tormukec Beparelec

— Torukad otepoeldn

* JUOTNMOTIKA 0LVOOOKOTOOTOAN
— KoAxwkivn, anptutAaotn, otepoeldntkoAyikivn N anpiutAaotn n AZAn
KukAoormopivn N TNFi i BaAbouidn i IFNa-2b
— 2tepOElON+AZALTNF i
— Xtepoeldbn+ AZA+kukhooropivn n IFNa-2b
— Xtepoeldn+kukAodwopauidn tAZA
— 2tepOoeldN+MTX+Rx
* Ymo Slepevvnon
— IL-1 avaotoAn
— Avrti-IL-17
— Avri-iL12/23
— Avti-IL-6
— Aayovn



NO202 AAAMANTIAAH-BEHCET
OEPAIEIA

O poAo¢g tng IL-188

— Auénuévn evepyomoinon tou NLRP3 ¢pAeypovoowpatog
ota PBMCs aoBsvwv kot avénpevn mapaywyn IL-1

— Exdpaon oe deppatikec BAABec aoBevwv

— ATIOTEAECUATIKOTNTA OVOOTOANC TOU povoratiol tne IL-16
(anakinra, canakinumab, gevokizumab)



NO202 AAAMANTIAAH-BEHCET
OEPAMEIA-IL-13 ANAZTOAH

ANA: 100 ) 200mg/nuépa
CAN: 150mg/6-8 efbopadeg
GEV: 60mg/4eBdopadec
BAevvoyoVIKEC, OPOOALLLKEG,
OEPUATIKEC KOl apOPLKEC
eKONAWOELC
Ayyelokecg (n=17)

— n=6/9 amnoteAsopaTIKOTNTA

ANAKINRA

OcuLAr

Cantarini; Clin Rheumatol, 2015 (n=9)
Emmi; Clin Exp Rheumatol, 2013 (n=1)
Emmi; Int J Dermatol, 2017 (n=1)
Fabiani; Clin Rheumatol, 2017 (n=19)
Grayson; Arthritis Res Ther, 2017 (n=6)
Orlando; Intern Med J, 2017 (n=1)
Vitale; Dermatology, 2014 (n=3)

ORraAL
Botsios; Ann Intern Med, 2008 (n=1)
Emmi; Int J Dermatol, 2017 (n=1)
Grayson; Arthritis Res Ther, 2017 (n=6)

ARTICULAR

Caso; Clin Exp Rheumatol, 2014 (n=1)
Emm; Clin Exp Rheumatol, 2013 (n=1)
Grayson; Arthritis Res Ther, 2017 (n=6)

GENITAL
Botsios; Ann Intern Med, 2008 (n=1)
Grayson; Arthritis Res Ther, 2017 (n=6)

CuTANEOUS

Emmi; Clin Exp Rheumatol, 2013 (n=1)
Grayson; Arthritis Res Ther, 2017 (n=6)
Pagnini; Rheumatology (Oxford), 2015 (n=1)

Bettiol et al. Rheumatol Int.

CANAKINUMAB

OcuLar

Emmi; Clin Exp Rheumatol, 2014 (n=2)
Fabiani; Clin Rheumatol, 2017 (n=19)
Orlando; Intern Med J, 2017 (n=1)
Ugurlu; Ann Rheum Dis, 2012 (n=1)
Vitale; Dermatology, 2014 (n=3)

ORAL

Pagnini; Rheumatology (Oxford), 2015 (n=1)
Vitale; Dermatology, 2014 (n=3)

CUTANEOUS
Pagnini; Rheumatology (Oxford), 2015 (n=1)
Vitale; Dermatology, 2014 (n=3)

2019;39(6):971-90



NO202 AAAMANTIAAH-BEHCET
OEPAIEIA

FFPs?

* FFP: mAouoto o avtBpopfivn Il (amapaitntn yia tn d6pacn tng
nrapivng kat twv HXMB)

* Emtuxng xopnynon FFP og mepumtwoelg avtoxng otnv nmapivn oe
KO POLOXELPOUPYLKEC EMEUBAOELC

*  AVTIKPOUOUEVA TO ATTOTEAECHOTA LEAETWV YL TA EMIMESA TNG
avtiBpoppivne Il otn vooo Adapavtiadn-Behcet



20C EVYOPLOTW YLoL TV Mpocoxn coc!



