ENAIAPEPOYZA TEPINTQLH
CASE REPORT

XOvdpopo avw Koikng eAéPag
Kot evdokapdiakn Bpoppwaon
WG MPWIMEC EKONAWOEIC

¢ vooov Adapavtiadn-Behget

Mepypdgetal pia mepintwon ocuvépdpov avw KoiAng pAEéPag Kat evbokap-
Slakng Opoppwong mou amotéAecav TIC MPWIHES EKONAWOELG TG vOGOU
Adapavtiadn-Behcet. Avdpag 32 eTwv 101X0Nn TNV maBoAoyiKr KAVIKA Aoyw
embevoupevng Suomvolag, (AANg, ke@alalyiag Kat 016 HATOC TOU TPOGWITOU
Kat Tou Tpayniiou. H a§ovikn kat n Pn@lakn ayyeloypagia avédei§av ekteta-
pévn Opoppwon TN Avw Koilng kar tng 6e€1ag umokAeidiag AéBag. Me faon
KAVIKA KpITrpla Kal €181kdTEPa TNV unotpomdlouca agdwdn otopatitida,
TIG €EEAKWOELG YEVVNTIKWY opyavwy, TNV emokAnpitida, tn Ogtikn dokipa-
oia maBépyelag, aAAd Kal TNV Mapousia Tou avtlyovou 1I0ToouBaToTNTAG
HLA-B51, TekunpiwOnke n dtdyvwon tng vooou Adapavtiadn-Behget. Eyive
évapén ouvtnpnTiKAg aywyng pe xopriynon alabelompivng, KOPTIKOEIdWY
KOl QVTIMTNKTIKWV @apHAKwV. AUo PVEG apyoTepa, To S10100PAyElo UTTE-
pnxoypaenua kapdiag amokdalupe eméktacn touv Opoppou tng Avw KoiAng
o710 5&§10 KOATIO, 6TTOU IPOGSI0PI{OTAV WG EVPEYEDEC MIOKWTO AWPOUUEVO
népPwHa, To omroio apalpéOnke pe kapdloxelpoupyikn eméppaocn. O acBevig
é\ae e€1trplo pe amod Tov oTopaTog aywyn alabglonpivng, acmpivng, ace-
VOKOUMApOANG kat peBuAmpedvi{oAovng oTtadlakd peloVMEVNC. To SEKAETECG
Sidotnpa mapakoAovdnong mepleNApPave ameikovion ayyeiwv pe a§ovikn,
Yn@LaKkn Kal payvnTikn ayyeloypagia, kabwg kat Sioico@ayeia nxokapdi-
oypagia. M\Rpn¢ Avon twv BpouPwv mapatneRdnke oToug 24 HAVEC, EVW
Sev onuewdnkav umotpoméc Tng vooou. H @Aefikn Opoppfwon amotelei
ouvnOéotepn BAAPN oTo ayyelako Behget, wotdoo 10 GUVSPOHO Avw KOi-
An¢ @AéBag kat e181koTEPA N evéokapdiakn OpopPwon GUVICTOUV GTIAVIEG
ekONAWOEIG, ol omroieg cuvBw( epgavifovtal OYPIIa 6TV TOPEIa TG VOTOUL.
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To cuvSpopo avw Koikng PAEBac Snuoupyeital 6tav
mapepmodieTal n pory Tou aidaTog AOyw cuuTieonc N
anmdé@paéng NG avw KoiAng PAERac. Kupla artia epgpaviong
Tou ouvdpopou amotelel n e§wTepikn Tieon /R n dRON-
on NG PAEBAG amd KAKONOEIG OYKOUG TwV TIVEUUOVWY,
TWV MACTWV Kal Tou pecobwpakiou.” Auyric Opoupwon
eni veomhaoiag Bewpeital omdvia Kal mapatnpEEital oto
oUvOpopo Trousseau, TTOU ATTOTEAEL TTAPAVEOTTAACUATIKA
ekdbnAwon.? O1 kalon el mabrioslc amoteAovv 10 10%
TWV EKAUTIKWV AITiwv Tou ouvdpopou?® kat HeTa&l AANwV
nepAapBdvouv to Peudoavelpuopa aopTrc, SLAPopPEG
AOIPWEELG KAl lATPOYEVH AiTIa OTIWE Ol KABETNPIACHOI TWV
KEVTPIKWV PAERIKWY YPAUMWY, N EPAPPOYH KABETHpwWV
alpokaBapong, evéokapdiakol Bnuatoddtn Kat amvidw-
." H mapovoa dnuoocisuon avagpépetal o€ pia acuvrion

mepinTwon acBevolg pe cUVSPOUO Avw KOIANG PAERag Kal
evbokapdlakr BpoéuPwon, mou amotélecav TIG peiloveg
Kal TTIPWIPEG EKONAWOELS TNG vooou Adapavtiadn-Behget.

MAPOYZIAZH MEPINTQXHZ

Avdpag 32 €TWV, Pe ENEVOEPO ATOMIKO AVAUVNOTIKO, El0HXON
oTNV MABOAOYIKK KAVIKI) TOU VOCOKOMEIOU ava@EépovTag TTUPETO
€wg 38 °C, duorvola, (aAn kat Kepalahyia amd 7nuépou. Em-
OKOTTIKG, Slamotwonke oidnua kal epuBpdTnTa TOU TPAXHAOU
KAl TOU TIPOOWTIOU, SIATaoN TwV CEAYITIOWV KAl TOU EMITOAAG
@AEBIKOU SiKTUOU TOUL TPAXAAOU Kal TNG Avw BWPAKIKAG Hoipag.
KAwvikd, mapouaciale taxumvola (25 avamvoég/min), taxukapdia
(120 o@U&el/min) kat Bgppokpacia 37,3 °C. Al TNV uTTOAOLTTN
@uolkn e€€taon SlamoTwOnkav APOeg YAWooag Kat oVAWVY, KaBwg
Kal éA\Kn oTto Ooxeo. Eywve o@BaApoloyikn e&€taon mou €detée
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emokAnpitida o{wdoug HoPPNG OToV aploTEPS 0POANUO, EVW N
BuBookodTNoN NTAV PUGCIOAOYIKH.

1oV epyaoTnplakd éleyxo eloaywyng (miv. 1) Stamotwonke
ma opBoxpwun 0pOOKUTTAPIKN avalpia pe aunuévoug SeikTeg
@AeypovnG. H aktivoypagia Bwpaka €6eie Sidtaon avwtepou
HECAUAIOU Kal O EMAKOAOUBOG EAeYXOG HE AEOVIKN ToHoypa®ia
Bwpaka amokdAupe mapoucia BpdpBouv otnv dvw Koiln EAERa.
AlevepynOnke aoviKr Kal Pn@lakn ayyeloypagia, mou avédel§av
BpoéuPwon otnv Avw Koin kat otn Se€1d urtokAeidio AR, kabBwg
Kat Snuioupyia mapdmievpou SIKTUOU péow TNG allyou EAERAG
(e1k. 1). AkohouBnoe S1aBwpaKIKO LTTEPNXOYPAPNHA KAPSIAG, TTOU
ATav @uololoyiko. O aoBevng TéOnke og evOo@AEPLa nrapivn yia
3 NUEPEG KL OTN CUVEXELD OE AOEVOKOUAPOAN aTTO TOU OTOUATOG,.

ATIO TOV KAIVIKOEPYAOTNPLOKO KAl ATTEIKOVIOTIKO €AEYXO Sev
npoékupav evdeifelg Aoipwéng i veomaciag. H yevikry oupwv
Atav @uololoyikr, n Sokipacia Mantoux Atav apvnTikr, KABwg
KAl Ta avTiowpata évavit cu@IANG (RPR), HIV, HBV, HCV, HSV kat
ASTO. Ot KaANIEPYELEG aipaTOG KAl OUPWV ATAV OTEIPEG, EVW N
Blowia amod Tig otopaTikéG BAAPEG Sev avedel&e kakorBela, TTapd
povo otolixeia apBwdoug EAKOUG TOU OTOUATOG. TO UTTEPNXOYPA-
@NUa Kal N a&ovikr Topoypagia Avw-kAatw Kolhiag dev avédel§av
Aeppadéveg, nadeg kat SlakpItég BAAReC anod ta cupmayn dpyava.
ATIO TOV aVOOOAOYIKO €AeYXO apvNnTIKOG RTav o RF, kaBwg emiong
kat Ta ANA, ANCA, anti-DNA kat anti-ENA. Ot tipég tng 19G kat
Tou C4 Bpébnkav AMa au&nuUéVeg, EVW N AvOCONAEKTPOPOPNON
AEUKWHATWV Sev KATESEIEE LOVOKAWVIKOTNTA.

Mivakag 1. AoTeEAéoPATA EPYACTNPIAKOU ENEYXOU EICAYWYNG.

E€étaon Amoté\eopa TipéG avapopag
Alpatokpitng 36,5 40,0-52,0%
Awoo@aipivn 12 13-17,8 g/dL
Mcv 90 80-99 fL
Neukd alpoo@aipta 8,60 4,0-10,0 mm/pL
MoAupopgomupnva 59 40-75%
NepokutTapa 32 20-45%
AlpomretdNia 262 150—450 mm/pL
Xpovog mpoBpoufivng 1 10,5-12,5 sec
aPTT 30 27-34 sec
D-dimers 0,1 0-0,3 pg/mL
Ivwdoydvo 3,88 2-49g/L

TKE 38 1,0-10,0 mm/1n wpa
C-avTidpwoa mpwTEivn 53,30 <12 mg/L
Avoocoopalpivn IgA 171 85-450 mg/dL
Avocoo@aipivn IgG 1.736 800-1.700 mg/dL
Avoooo@aipivn IgM 170 63—-277 mg/dL
a3 170 85-193 mg/dl
Cc4 53 12-36 mg/dl
ACE 25 8-52 U/L

A. STOIMENHZ. kat cuv

Ewkova 1. Wnotakn ayyeloypagia avw koikng (iv-DSA): ©poppwon otnv
Avw KoiAn kat otn Se&1d uTTokAeiS10 PAEBa Kat Snuiovpyia mapAmievpou
SIkTUoU péow NG aluyou EAERAC.

3210 TAQIOIO TNG EKTETAMEVNG PAERIKNG OpouPwong €ylve
Slepelivnon KATAOTACEWV UTEPTINKTIKOTNTAG (miv. 2). Ol TIpéG
Twv pwTteivwv S kat C, tng avtiBpopRivng I, Twv mapaydviwv
VIl kat IX Atav uUCIOAOYIKEG. Ta avTIQWO@OATTISIKA aVTICWHATA
ATAV apvNnTIKA Kal O HOPLOKOG EAEYXOG YIa TIG METANAEELG TOU
FV Leiden kat tou FII20210A améPn apvnTIKoG. Ao Tov €NeyxXo
Bpoupogihiag Siamotwbnke opoluywTia Tou AcBEVOUS GTOV TTOAU-
Hop®Iopd 677 C—T oTo yovidlo Tmou KwdIKoTolel TN peSouKktdon
TOU 5,10-pebBulevoTteTpaitdpo@uANIkoV (MTHFR), ue @uactoloyikn
OUWG TIMN OMOKUOTEIVNG 0pOU.

Nivakag 2. AmoteAéopata ehéyxou BpopBo@ihiag.

E€évaon Amotéleopa Twég avagpopag
Avti©poppivn I 92 70-120%
Mpwteivn S 85 70-140%
MNpwteivn C 102 70-140%
AvtikapSiohmvika IgG 6,9 <20 GPL
AvTtikapSiohmvika IgM 16,5 <20 MPL
aB2GPI IgG 2,2 <20 GPL
aB2GPI IgM 14,5 <20 MPL

F VIl 92 60—150%
FIX 70 60—-150%
AVTITINKTIKO AUKou, LAC ApvnTiko

PCRFII20210A ApvnTiko

PCR MTHFR Opoluywtng 677C—T

OpokuoTeivn 12,2 <15 umol/L
PCRFV Leiden ApvnTiko
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H ouvimapén ocuoTNUATIKWV €KSNAWOEWV Kal €I0IKOTEPA N
mapouacia eumupétou, unmotpomdalovoag apBwdoug otouatitidag,
ENKWV YEVVNTIKWV OpYAvVWY, EMOKANPITISAG, EKTETANEVNG PAEPI-
KNG OpouPwong kat avénuévwy SEIKTWV GAEYUOVAG €0e0av wg
mBavn didyvwon tn voco Adapavtiddn-Behget. Ztn Sidyvwon
NG VOoOU cuvnyopnoe Kal n Betikr dokipacia mabépyelag, evw
aKoAoUONOE TAUTOTOINON TWV AVTIYOVWV IOTOCUURATOTNTAG, OTNV
omoia o aoBevrig Tav BeTikog oto aANrihto HLA-B51. Eyive évapén
aywyng pe alaBetompivn 50 mg pe mpoodeuTikry av§non ota 150
mg Kat HeEBUATTPESVICOAOVN 24 Mg NUEPNTCIWG ATTO TOU OTOUATOG.

O SeUTEPOG AYYEIOYPAPIKOG ENEYXOG META ammd SUO MAVEG
£8e1&e emavaonpayyormnoinon Tng Se€1dg umokAeldiouv, uoxwpnon
TOU TTAPATTAEUPOU SIKTUOU Kal UTTOKATACTACN TNG KUKAOPOPIag
péow TNG afuyou OAERac. H Bpoupwon otnv avw Koikn mapé-
HEWVE WG gixe. QOTO0O, 0 emavéleyxog Kapdidg pe Slolco@ayelo
vnepnyoypagnua (Triplex) amokdAuye eméktaon tou BpopfBou
™G Avw KoiAng eAéRag oto 6e€16 kKOO, omou Tpoodiopll{dTav
WG MIOXWTO AIWPOUUEVO HOpPWHA peyEBoug 3 cm (ek. 2). O
aoBevrig UTTOPARONKE o KAPSIOXEIPOUPYIKN eMéUBaon, Katd
TNV oroia €ylve a@aipeon ToU HOPPEWHATOG 0To Se€ld KOATTO
Kal EANPONoav moANaTAEG Blovieg dvw KoiAng Kat avwvupou
@AERac. H 1otoloyikn e€€étaon amd Toug AN@OEVTEG 1IOoTOUG £6€18e
Opopo pe apxopeVN opyAvwon, @AEYHOVWOELG KAl AVTIOPAOTIKEG
aANolwoElG cupBatég pe ayyelitida. O aoBevrig éafe e€tnplo pe
aywyn amé tou oTépaTog mou TepleAduave alabsiomnpivn 150
mgx1, aomipivn 100 mgx1, acevokoupapoAn pe otoxo INR 3,5
Kal peBUATTPESVICOAGVN OTASIAKA YEIOUMEVN.

H mapakoAoubnon petd amod 1o e€ithplo mepleAdupBave
KAWVIKO, EpYAOTNPIOKO KAl ATTEIKOVIOTIKO €Aeyxo oToug 1, 3 Kal 6
MNVEG APXIKJ, KOl ETNCIWG 0T OUVEXELA YIa XPOVIKO S1doTnua plag
SEKAETIOG. ZTOV TIPWTO MRVA EMTAVENEYXOU TTApATNPERONKe Avodog
Tou alpatokpitn (Ht=41,8% pe Hb=13,1 g/dL) kat apvnTikomoinon
Twv SelKTWV PAeypovig (TKE=8 mm/1n wpa, CRP=apvnTtikr). H
o@BaApooyIkn e€€taon Kat n BubBookomnon Sev avédel§av alol-

Ewkova 2. Aloico@dyelo umepnxoypdenua kapdidg (Triplex): Mioxwto
AWPOUUEVO HOPPWHA HEYEDOUC 3 cm 0TO Se€I1O KONTIO, EMEKTACT TOU
BpduBou TG Avw KoiAng PAERAC.
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WOELG TWV OPOAAPWY, EVW EMTEVXONKE KAL EKTETAUEVN ATTEIKOVION
Twv ayyeiwv. H payvntiky @AeBoypagia dvw Koikng avédeile
mapoucia 6pOpBoU OTO AVWTEPO TOIXWHA TNG AVW KOIANG KAl TNG
Selag urtokAeldiov PAEPAG, e UTTAPEN OUWG IKAVOTIOINTIKAG PONG
gvSoaulikd. Emi mAéov, SievepyriOnke payvnTikn ayyegloypagia
TIVEUMOVIKNG aptnpiag kat afovikn ayyeloypagia KATw KoiAng
OAEROG, TTOU ATTEIKOVIOAV PUGCIOAOYIKH Stlapdppwon Kat fatoétnta
TWV aVTIOTOIXWV AYYE{WV.

O enmavéheyxog oToug 6 Unveg €6e1&e pepikn AVon Twv Bpop-
Bwv otnv dvw Koiln kat Sg€1d LTTOKAEISIO PAERA Kal KAPSIaKES
KOINOTNTEG EAeVOEPEC TTABOAOYIKWV SYKWY, EVW TTARPNG AUON TWV
OpOUBwWV SIamMOoTWONKE PE PNPLOKH ayYEIOYpaAPia TNG Avw KoiANg
META amd 2 £Tn (€1K. 3). 210 SeKAETEG SlAoTNUA TTapakoAoudnong,
n vOooG MapéUelve o€ VPEoN UTTO AlaBEloTPivn KAl ACEVOKOUUA-
POAN, eV 0 aoBevn¢ EAAUPBAVE TIEPIOTACIOKA Kal KOAXIKIVN ammo

TOU OTOMATOG KATA TIG UTTOTPOTTEG TWV OTOUATIKWY EAKWV.

Ewkdva 3. Wnolakn ayyeloypagia dvw koiAng (iv-DSA): Abon twv Bpopfwv
otnV Avw KoiAn kat otn Se€1d umokAeidio AEPRa.

ZXOAIO

H vooog Adapavtiadn-Behget Bewpeital cuyxpovwg
AUTOPAEYHOVWONG VOOOC KAl TTOAUCUOTNMATIKY ayYeELi-
TIda TTOU EUMAEKEL ayyeia OAWV TwV PEYEBWV Kal TUTTWV.
Bdaoel Twv Kpithplwyv TG International Study Group (ISG)
Tou 1990 (miv. 3), n Sidyvwon mpoUMoBETel TNV TTapoucia
vnotpomadlovoag apbwdoug otopatitidag kat SUo Tou-
Aaxiotov emmpdoBOeTwV KPItnNpiwy, HETAEY YEVVNTIKWV
EAKWYV, OPOAAUIKWY aANOIWOoewy, SepuaTikwy BAaBwv
Kal Betikn¢ Sokipaoiag mabépyelac.? H véoog umopsei va
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A. STOIMENHZ. kat cuv

Nivakag 3. Kpitripla Sidyvwong vooou Adapavtiadn-Behget, International Study Group (I1SG), 1990.

Kptriipla Opiopog

Ymotpomadovta OTOUATIKA EAKN

EAdoowv/peifwv a@Bwdng r epmntépop@n eEEAKWON TapATNPOUEVN amd Tov 1aTpd iy Tov

aoBevny, n omoia umoTpomdlel TOUAAXIOTOV TPEIG POPEC EVTOG 12 pNVWwV

Tuv Vo Kpitipla anmd ta e§Ng:

Ynotpomdalovta €NKN YEVWNTIKWV 0pydvwv

OpBahpikég PAAPeC

APBwdNC €ENKwON 1} OLAA TTapPATNPOVUEVN aTd Tov LaTPO 1 ToV acBevn

MNpoobia/omicbia payoelditida, KUTTAPA 0TO UONOEISEG UYPO OTNV £E£TAON LIE OXIOHOELST

Auyvia i ayyetitida Tou ap@IBAnoTpoeldol¢ mapatnpoupevn améd o@Oaiuiatpo

Aepuatikég BAAReC

OlWdeC epUBNUA TAPATNPOVKEVO ATTO TOV 1ATPO 1) ToV acBevr), Peudobulakitida, PAatideg kat

@AUKTAIVEG 1 akpoEldn olidla mapatnpoUueva amd Tov laTPO O PETEPNRIKOUC aoBevei Tou
Sev A\apBAavouy Xpoviwg KopTIKOOTEPOELSH

O¢tikr Sokipaoia mabépyelag

BAatida/@Avktaiva o€ epubnuatwdn Bdon =2 mm o€ 48 wpeg PeTd amd Tpunnpa oto dépua

Kat Tov uroSopLo 10TO Tou avTipayiou o€ BAB0¢ 5 mm, pe amooTelpwévn BeAovN #18-22

TPOCBANEL KABE 10TO KAl OPYAvVOo Tou CWHATOG. H cuxvo-
TepN MPOCBoAN agopd oto Sépua, oToug BAevvoydvoug
Kal 0Tou¢ o@BAAPOUC Kal akoAouBoUv ol apBpwoslg, To
YOOTPEVTEPIKO CUOTNUA, TA AYYEIQ KAl TO KEVIPIKO VEU-
PIKO cUOTNHA.® ZUPEPWVA UE T avaBewpnuéva 1amwVIKA
Kpitripla Tou 2003,° Ta omoia xwpifovtal og ueilova kat
e\dooova, n vooog Adauavtiadn-Behget taivopeital oe
Téooeplg Sla@opeTikoUG TUTOUG (miv. 4). Me Bdon autd
TO oUOTNMA KPITNPIWY, 0 AcBevAC pag Katd Tn Siayvwon
KATATAOOOTAV oToV TUTTO IV, TToU aVTITPOCWTTEVEL EISIKEC
HOP®PEC TNG VOoOU (ayyelakd Behget).

H eupeia epappoyr] AmEIKOVIOTIKWY £EETACEWY, OTTIWG
n Solcopdyela unepnxoypagia, n afovikn ayysloypagia
Kal n payvntikn @AgPoypapia, éxel avadeifel Tn ouxvn
EUTTAOKN TOU KapSlayyELaKOU CUOTAMATOC 0T vooo Adaua-
vTiadn-Behcget o mooootd nepimov 7—46%.” O ayyeloKEG
AAOLWOELG APOPOLV KUPIWG OTIG PAEREG (29%) Kat AyOTe-

PO OTIC apTnpieg (8—16%)% kal cuviotavtal o ayyeltida,
OpopBwoslg, aveupvouata Kal Kipoous. H Bpdupwon
amoTeAei Tn ouxvotepn PAAPN Twv ayyeiwv otn voéoo Ada-
pavtiddn-Behcet, wotdco T0 cUVOPOO Avw KOIANG PAERaC
Oswpeital omdvia emmAokr. Ot KapSIaKES EKOSNAWOELG 0TN
vooo neplopifovtal o mMocootd 1-5%° kat mephapdvouv
AVEUPUOHATA TWV KOIAMWV KAl TWV OTEPAVIAIWV ayyeiwy,
nepikapditida, evéokapditida, puokapditida Kat puokap-
SlomdBela pe cuoToAikn Suohertoupyia.’’ H evdokapdiakn
OpduPwon avagépetal BIPANOYPAPIKA O AyEC TTEPITTTWOELS
Kal, o€ avtiBeon e TNV mEPIMTWon Tou acBevoug uag,
amotelei cuvriBw¢ OY N emmAokn. MNapatnpeital Kupiwg
otig 8e€1€¢ KOINOTNTEG TNG KAPSIAG Kal CUCXETI(eTAl PE
ev Tw BdBsl pAefobpdpPwon (50%) kat OpoduPwon NG
KOIANG PAEPaG (22%).°

O maboyeveTikoi pnxaviopoi ayyelakng 6poppwong
otn véoo Adapavtiadn-Behcet mapaupévouv acageic. Ald-

Nivakag 4. AvaBswpnpéva lamwvikd kpitrpla Sidyvwong vooou Adapavtiddn-Behcet, tafivopnon tg vooou, 2003.

AlayvwoTiKda Kpithpla Ta&wvounon

Meilovec ekbnAWoeig:

YnotpomalovTta OTOPATIKA €Nk ATedric Behget:

Aepuatikég BAAReg
O@OaAuIKES PAARECS
‘EAKN YEVVNTIKWV 0pyavwv

EAdoooveg ekbnAwoeg:

ApBpitida E1bikéc poppéc Behget:

Emdibupitida Evrepo-Behcet

'EAKN TIEMTIKOU CUCTAATOG Avyeiako-Behcet

N -Beh
Ayyelakég BAAPeg gupo-Behcet

Métpiec/ooBapéc PAapeg KN

MAripng Behget: Téooepig peiCoveg ekSNAWOELG epgavifovTal oTnV MOPEia TNG VOOOU

A. NMapovoeg 3 peiCoveg ekGNAWOELS 1 2 HEICOVES Kal 2 ENACOOVES
B. Tumikég o@BalpikéC BAAREC kat mapoloeg 1 peilwv 1 2 ENA0COVES EKSNAWOEIG

MBavn Behget: Opiopéveg peifoveg ekdnAwoelg epgavifovtal aANd Sgv TANPOUV Ta KPITHPLA TNG ATEAOUG
Behcet kal Tumikég eNdoooveg ekSNAWOELG emavalapBdvovTal iy emevwvovTal

KNZ: Kevtpiko veupikd cvotnua
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(POPEG LEAETEG TTAPATHPNONG UTTOSNAWVOULV TNV TTAPoUTia
OAWV TWV CLVIOCTWOWV TNG TPLddag Virchow (avwpain
pon aipatog, Tolxwpatik BAARN, vnepnnktikétnTa).”! H
avwpaAn pory amodidetal oe Slatapaxég TNG MIKPOKU-
KAo@opiag Kal oTnV UTIEPYAOLOTNTA, EVW N TOLXWHUATIKN
BAGPN Twv ayyegiwv cuviotatal kupiwg otnv evboBnAlakn
SuoAeltoupyia kalt otnv ayyetitida Twv vasa vasorum. EE
AM\ov, MAnBo¢ TMapayovTwy €xel evoxomolnBOei yia tnv mpod-
KANON UTTEPTINKTIKOTNTAG.'” KupldTtepoL amd autoug givat n
unePSpPaocTNPIOTNTA TWV alpoTeTaAiwy, n diatapayxn TG
wSOAUONC, Ol AVETTAPKELEC TTAPAYOVTWY TTRENC (MPWTEivEQ
S, C kat avti®popivn), kabwg kat Stdgpopol evbodnAiakoi
TIAPAYOVTEC OTTWE N av&non Twv emméSwy Tou apdyovta
von Willebrand, tng evéo6nAivng-1, Tou ayyelakou evdo-
OnAlakov avéntikov mapdayovta (VEGF) kal Tou avaoTtoléa
NG 0doU Tou 1oTikoL mapdyovta (TFPI) i, avtiBeta, peiwon
Twv emmédwv Tou povoéeldiov tou alwtou (NO) kat TnG
OpopBopodoulivne. TéNog, otn voéoo Adaupavtiddn-Behcet
AMPINEYOUEVOC TTAPAUEVEL O pONOG TTou Sladpapatifouv
ouVNBEIC KataoTaoel BpopBogihiag, oMwe n mapouacia
AVTIPWOPOATISIKWY AVTICWHATWY, Ol METAANAEEIC TOU
mapayovta V Leiden kat Tou yovidiou tng mpoBpoupivng
(G20210A) kat n avénon Twv mapayoéviwy VI kar IX.

O éAeyxog otov omoio uroBANOnke o acBevrig Sev
avédelfe tnv mapoucia BpouPo@iiikig Siabsong, Siami-
OTWONKE 0w opoluywTia Tou TTOAUPOP@ICoHOV 677C—T
oTo Yyovidio MTHFR, n omoia SuvnTikd €MAYEL ATTIA UTTEPO-
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pokuoTeivalpia. H utepopokuoTteivaipia €xel mpotaBei 6Tt
amotelei ave€dptnTto mapdyovta Kivéuvou yia 8poppwon
og aoBeveic pe vooo Adapavtiadn-Behcget.”?’* Qotdo0,
N METAAaén oto yovidio MTHFR kaB’ autr dev amoTteAei
aitio PAeRIKNG OpdpPwong e’ doov v cuvodeveTal amod
UTTEPOUOKUOTEIVAIia.™ ETOl, N UOCIOAOYIKH TIU OMOKUOTE-

vng oto ouyKkekpipévo aoBevry KaBIoTd TN HETAANAEN Tou

MTHFR wg gpyaotnplakd eupnua Xwpig KAVIK onuaacia.

H Bepareia emi kapdiayyeslakng Opoupwong otn voéco
Adapavtiddn-Behcet cuviotatal otn cuvduacpuévn xopn-
YNON KOPTIKOEIS WV, AVOCOKATACTOATIKWY, AVTITNKTIKWY Kal
AVTIAILOTIETAAIOKWY Q@ApPAKwV. H Bgparneia mpooapudle-
Tal avaloya HE TIG CUVUTIAPXOUOCEG EVTOTTIOELC TNG VOOOU.
EmuAdagelg undpyxouv yia to €idog kal tn Sidpkela g
AVTIOPOUPWTIKAG Aywyng OTOUG ACOEVEIC e TIVEUOVIKA
aveupuouata Adyw avénuévou kivduvou alpoppayioc.’'" Emi
evéokapSlakng Opoppwong, e§eTdleTal N XEIPOUPYIKH AVTI-
HETWTTION OTav 0 OpopBog ival EKTETAPEVOG 1) UTTOTPOTIACEL
HLETA Ao CUVTNPENTIKA aAywyr), KaBwg Kal 0tav ocuvOEsTal
HE EU@AVION KAPSIOKAG AVETTAPKEIAG.® TNV mepimTtwon
TOU A0BeVOUC HaG EQAPHOOTNKE CUVOUACHOG XEIPOUPY!L-
KNG AVTIMETWTTIONG, AVOOOKATACTAATIKIAG KAl AVTITTINKTIKIAG
aywyng. H mA\ripng Avon twv Bpoupwv emtelxOnke ot 24
MAVEG, Xwpig va TapatnenBouv eMITAOKEG 1} UTTOTPOTTEG TNG
VOOOU 0TO SeKAETEG StAoTNHa TTapakoAouBnong. H mpwiun
Stayvwon Kat n katdAAnAn Bepareia oto ayyelako Behget
ouvdéovTal PE EVVOIKOTEPN TTIPOYVWOT.
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Superior vena cava syndrome and intracardiac thrombosis as early manifestations
of Adamantiades-Behget’s disease
D. STOIMENIS, C. SPYRIDONIDOU, N. PAPAIOANNOU
First Department of Internal Medicine, “G. Papanikolaou” General Hospital of Thessaloniki, Thessaloniki, Greece

Archives of Hellenic Medicine 2013, 30(1):79-84

The case is presented of superior vena cava syndrome (SVCS) and intracardiac thrombosis as the initial manifesta-
tions of Adamantiades-Behget’s disease. A 32-year-old man was admitted to the department of internal medicine
with progressive dyspnea, dizziness, headache and edema of the face and the neck. Computed tomography (CT) ini-
tially, and digital subtractive angiography showed extensive thrombosis in the superior vena cava and right subcla-
vian vein. Adamantiades-Behcet’s disease was diagnosed on the basis of clinical criteria, namely recurrent aphthous
stomatitis, genital ulceration and episcleritis, with a positive pathergy test and identification of the HLA B51 allele.
Conservative treatment was initiated with oral azathioprine, steroids and anticoagulant agents. Two months later,
transesophageal echocardiogram revealed a sizeable pedunculated thrombus oscillating in the right atrial, which
was removed surgically. The patient was discharged and was prescribed oral azathioprine, aspirin, acenocoumarol
and corticosteroids with tapering dosage. Ten-year follow-up has been maintained, including echocardiography, CT
angiography and magnetic resonance venography. Complete resolution of the thrombi was obtained in 2 years and
no recurrence of the disease has been observed. Venous thrombosis represents the most frequent lesion of vascu-
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A. STOIMENHZ. kat cuv

lo-Behget’s disease, but SVCS and particularly intracardiac thrombosis are rare manifestations which usually appear

late in the course of the disease.

Key words: Adamantiades-Behget’s disease, Intracardiac thrombosis, Superior vena cava syndrome
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