WYXIATPIKH 26 (4), 2015 295

Evolagpépouvoa mepintwon

ERpPavien paviakou emelGooiov Ge aclevi
PE vOoGo Adapavtiaon-Bechet

B. Mmolikag,' A. Pauvaing,' I. Arttémourog,’ 1. lakwBou,?
I. Tapugpailog,’ K. dwkac'

A’ Navemotnuiakh Yuxiatpikr KAvikn, ApiototéAeio Mavemotruio Osooaloviknc,
2B’ MNavemotnuiakr Yuxiatpikr KAwikn, Apiototéeio Mavemotriuio Osooalovikng,
31 Epyaotripio MupnvikAc latpiknic, ApiototéAeio Mavemotrhuio Osooalovikne, Osooaovikn

Yuxlatpikn 2015, 26:295-300

véoog Adapavtiadn-Bechet (vooog A-B) ival pia Xpovia TOAUGUGTNHATIKE KOl ETEPOYEVAG

vOOO0C, Ao TV omoia VOoo UV KUpiwg veapoi AvSpeg Kal yuvaikeg Tou KATOIKOUV yUpw amd

™ Aekavn ¢ Meooyeiou, kaBwg kat otn Méon kat Anw AvatoAr. H artioloyia tng ivat

aca@nG HE TNV ayyelitida va amotelei To KUplo TABOAOYOAVATOUIKO EVPNUA TN VOGOU.
‘Eva onuavTiko mooooto acBevwy pe vooo A-B epgpavifouv cupmtwpata amo 1o Kevtpiko Nevpikd
Y0otnua (KNX) (mapeyXUHaATIKOG Kat pin TTOPEYXUHATIKOG TUTTOE), E TA YVWOTIKA EAAE(UHATA KAl TIG
S1aTaPAXEC CUUTIEPIPOPAG VA CUVIOTOUV €VA CUYKEKPIUEVO «VEUPOYUXIATPIKO cUVEpOoUOo» Idlaitepa
OUXVO 0ToUuC aoBeveic autouc. Ot aoBeveic pe véoo Bechet epgaviouv o€ onNUAvTIKO TOCOOTO YPu-
XIOTPIKA CUPTTTWHATA, CUXVOTEPA TWV OTTOIWV KATABMTTTIKA Kat ayXwon. H ekSAAwON paviakwv Kat
YUXWTIKWV eTELCOSIWV gival omavidTepn Kal pe omopadikég avagopés otn PipAloypagia. Maiiota
Ta eMELOOS1a TETOLOU TUTTOU PaiveTal va meptopiovTtal o€ TePLOSOUE TTOU N VOOOC EUpaVilel UTTOTPO-
TEC Kal ouvROW¢ cuvodeVoVTAL ATIO TAUTOXPOVN VEUPOAOYIKH onuEloNoyia. Oa EPypAPOUuUE TNV
nepimTwon pag aocbevoug, n omoia eKSAAWOE yla TPWTN POPA HAVIOKO eMELCOSI0 13 xpdvia PETA
Vv apxikn dtdyvwon tng véoou A-B, og mepiodo UPeoNng TNG VOOOU. XTNV KAVIKE HAG VOONAEUONKE
aoBevnc, 52 etwy, n omoia ixe dtayvwobei kat émaoye and voco A-B amod tnv nAikia Twv 39 etwv. O
AOyo¢ TnG voonAeiag Tng nTav n ekdiAwon paviakoL enelcodiou pe evpoplkn diabeon, Aoydppola,
@uyn 18wy, dlaomaon MPOCOXAG Kal HEWWUEVN avAyKn yla UTIVO TIG TponyoUpeveG 20 NUEPEG TIAN-
PWVTAC TA KPITAPLA JaviakoL emelcodiouv ocup@wva pe To DSM-IV-TR. Katd tnv mepiodo gugdviong
Tou emelcodiov n aoBevic AMpave GApUAKEUTIKN aywyn yia T v. A-B kal mapouciale Lpeon Twv
CUUMTTWHATWY TN Xpoviag vooou. MapadTt n veupoloyikn €€taon TG aoBevoug RTAV YUCIOAOYIKH
kat N MRI eyke@pdlou Sev avédelée eupripata, N HEAETN AIPATWONG TOU eyKE@ANou pe SPECT amokad-
APE PEWPEVN AUETWON OTOV aploTePS TMPOUETWTTIAIO PAOLS. O VEUPOYUXONOYIKOG EAEYXOG AVE-
Seiée ooBapd eNeippata otnv mpoooxn, oTnV £pyalopevn VAN Kal 0TV IKAvVOTNTA Hddnong, Ye
TIG EKTENEOTIKEG AElTOVPYiEC va SlatnpolvTal. Ta CUUTTWHATA TNG aoBevolg TEMKA umoxwpnoav
Kal eNéyxOnkav a@ol umofAnOnke og aywyn pe kovetiamivn 800 mg nuepnoiwg. To mapamdavw Te-
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PIOTATIKO gUPaViel TNV 181AITEPOTNTA TNG EKSAAWONG Maviakou emelcodiov oe acBevry 13 xpovia
META TNV MpwTn Sidyvwaon Tng véoou A-B, kat To omoio \tav ekabapa Slapopomoinpévo amd TIG «VEU-
PO-PUXIATPIKES» EKONAWOELG TTOU TTEPLYPAPOVTAL OXETIKA OUXVA O a00eveiG e vooo A-B. Emiong to
OUYKEKPIUEVO ETTEIOOSI0 EUPAVIOTNKE O€ Tepiodo KaTd TNV omoia n voooc A-B BplokoTav o Upeon
Kal Xwpig va cuvuTidpxouv VEUPOAOYIKA euprpata 1 euprpata amd tnv MRI. To yeyovdg auto pmopei
va KatadelkvUel 6TL ol Xpovieg BAAReC oTo KNI ogpeldueveg otn véoo Bechet, sival mbavo va amo-
TEAOUV OPYAVIKO UTTOCTPWHA Yla TNV EKSAAWON €vOC paviakoL emelcodiou akdua Kal o epLdéSoug

VPEeoNG TNG VOoOU.

Né&erg evpetnpiou: Néoog AdapavTtiadn-Bechet, paviako emeloddio, SPECT, veupoPuxoNOYIKEC

EKONAWOELC.

€weaywyn

H véooc Adauavtiadn-Bechet (véoog A-B) eival
pla Xpovia TOAUCUOTNMATIKEA KAl ETEPOYEVAG VO-
00C, Ao TNV oToia VOooUV Kupiwg veapoi avopeg
KAl YUVAIKEC TTOU KATOIKOUV YUPW aTto TN AEKAVN TNC
Meooyeiou, kaBw¢ kat otn Méon kat Aw AvaTtoAn.
H artiohoyia Tng €ival acagric evw n ayyetitida a-
ToTeAEL TO KUPLO TTABOAOYOAVATOUIKO €VPNUA TNG
vOOOU. ZTIC TIEPIOXEC TTOU €VONEL, N VOOOC £XEL OU-
oxeTIo0¢i pue To aloavtiyévo HLA-B5 (HLA-B51). Na
n didyvwon tng véoou éxouv Beomiotei S1eBvr dla-
YVWOTIKA KPLTHPLa TA OTToia amaltouv Tnv mapoucia
UTTOTPOTACOVTWY OTOMATIKWY EAKWV KaBwG Kat SVo
amno TG mMapakdtw ekOGNAWOEIG: Yrmotpomdlovta éN-
KN YEVVNTIKWV opyavwy, o@Balpikéc BAaBec, bep-
patikég BAABeg kal BeTikn depuaTikh avtidpaon
(pathergy test).

INUavTIkd TooooTd aoBevwy e vooo A-B eugpavi-
{ouv cuPITWHATA Armd TO KEVTPIKO VEUPIKO cUOTNUA
(KNX). Avo tumot cuppeToxng tou KNX £xouv mapatn-
PNOEi: 0 TTAPEYXUMUATIKOG KAl O UN-TIOPEYXUMATIKOG
TUToC. OL CUXVOTEPA TTAPATNPOUMEVEG KAIVIKEG EK-
SnAwoelg gival Tupadikd onueia, veupoPpuxohoyt-
KA eAAeippaTa, Sl0TAPAXEG CUMTTEPLPOPAC, NULTA-
peon kat otehexiaia ouvSpopn.,

H Omapén yvwoTikwv eANelpPATWY Kat ol dlata-
PAXEC OTN CUMTIEPIPOPA PaiveTal va gival amod ta
MO OUXVA eupriuaTa o€ acBeveic He CUMHPETOXN
Tou KNZ. O1 Siatapayég cCuPTEPIPOPAC QaiveTal -
TL OUVIOTOUV VO OUYKEKPIUEVO «VEUPOYUXIATPLKO
ocuvdpopo» To omoio xapaktnpiletal and apon a-
vaoTtolwy, evepediotdTnTa, EVPOopia, cuvalodbnua-
TIKN €UPETABANTOTNTA, adlagopia yla Tn vooo Kal
YuxoKIVNTIKA avnouyia f empPpaduvon. Ta yvwoTl-

KA eM\eippata oxetiCovTal Kupiwg pe dlatapaxég
oTN MVAKN Kal TV Tpocoxn, evw n dtadikaoia yvw-
oTIKNG anmodlopydvwong @aivetal 6Tl cuveyiletal
akoua Kal o€ meptddouc KaTd TIC OToieC ol aoBevei
Sev epgpavifouv evepyry cuunmTwpatoAoyia amd T
vOoo A-B, urmoSelkvUoVTaG L0 CUVEXT EVEPYH VOOO
oto KNx.'?

O emmoAACGHOC AyXoug, KATABAYNG KAl YEVIKWV
PUXIATPIKWY CUUTTTWHATWY €ival uPnAOTEPOG O€
aocBeveic pe vooo Adapavtiadn-Bechet amd 6,11
o€ vyleic. EvtouTtolg n oxéon petald YuxlaTpikwy
CUUTTTWHATWY Kal vooou Sev gival capwg Eekaba-
plopévn.® Ao TV AAAn, obvSpopa dNWE PuXwWTI-
K Kat SumoAikn Slatapayxn gaivetal va gpgavifo-
vTal AlyoTtepo ouxvd, 18iwg og meplodoug Lpeong
™G vooou.

Mapakdtw mapouotdlouPe TNV MEPIMTWON MIAG
aoBevoug n omoia émacye amd v. A-B kat n omoia ek-
SRAwoe éva paviako emelcodlo o pia mepiodo LPe-
ong TnG vooou.

Mapouciacn MEPIGTATIKOU

Mia 52xpovn yuvaika n omoia émacye anod tn v. A-B
amd TNV nAkia Twv 39 €Twy, €10nXON oTNV KAIVIKA
pa¢ KaBw¢ mapousiaoce paviakd CUPTTWUATA TIC
TeheuTaieg 20 nUéPEC TPV TNV €lcaywyn TNG. Mo
OUYKEKpPIUEVA gu@dvioe aveBaopévn didbeon, Ao-
yoppola, euyn 18wy, didomaon mpoooX¢ Kal JEIw-
pévn avdykn yla UTTvo, TANPWVTAC Ta KPITAPLA pa-
vIaKoU emeloobiou cUP@wva e to DSM-IV-TR.

AT6 TN AP TOU I0TOPIKOU TIPOEKUYPE OTI KATA TA
Tiponyouueva Xpovia, HETA TNV NAIKia Twv 39 omote
Kal Slayvwotnke n véoog A-B, n acBevrig eixe ekdn-
Awoel kamola KatabAImTIKA emeloddia Xwpic va givat
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duvatog o akpIPrc mpoodloplopdg Tou aplBuol
ToUuG. AUo amé Ta emeloddla auTd €ixav avVTIHETW-
moOei ue Tn ANYn avtikatabAmTikwy. Ta TeAevTtaia
Xpovia n acBevng dev Aappave avtikatabAImTIKn a-
ywyn. EmmAéov, oKTWw UAVEC TPV TNV ElCAYWYH TNG
n acBevig mapamovédnke yia mpoBAHATA OXETIKA
ME TN MVAMN TNG, EVW EU@AVIOTNKAV KAl KATTOLEC
NTTIEC SlATAPAXEG OTN CUUTTEPIPOPA TNG KAl CUYKE-
Kplpéva evepébiotn 81d0eon kal dpon Twv avaoTo-
Awv.

Ta televtaia xpovia Ta CUPTITWHATA TNG VOOOU
A-B gAéyxovtav IKavomoInTika pe tnv acBevn va
Bpioketal og Bepamneia pe kKoAxikivn (1 mg nuepn-
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oiwg). Katd tnv elcaywyn tng 8ev ummpxav KAIVIKEG
eKONAWOELC TNC VOoOU A-B, 0UTE €0TIOKI ONUEIONO-
via amo to KNZ. EmmmAéov SievepyriOnke MRI eyke-
@AAov xwpic evprpata.

€Evprjpara peiérng SPECT

H aoBevnc umofAnOnke o€ PEAETN ALUATWONG TOU
eyke@alou pe SPECT. Zuykekpluéva eAnebdnoav
SPECT e1koveg 60 min petd Tnv ev8o@AEPLa éyxuon
25 mCi ®™Tc-HMPAO, o€ HoUX0 SWHATIO YE AVOIXTA
patia. H eme€epyaoia twv anmoteAeopdtwy avédelée
oofapr UTTOAIPATWON TOU APLOTEPOU TTIPOPETWTTLAI-
ou @AoloU (elkdveg 1, 2).

Eikdva 1. Algpelvnon g audtwong Tou eykepdlou pe SPECT otnv acBevr] Tng PEAETNG.
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Eikdva 2. Alepelvnon g adtwong Tou eykepdlou pe SPECT oty aocbevr) TG HEAETNG.

Nevpowuyofoyikog éfleyyog

>Tnv acBevn mpaypatomolndnke veupoPuxoloyl-
KOG €AeYyXOC aPOU ENEYXONKE N HAVIAKH CUUTTTWHA-
ToAoyia TTPOKEIUEVOU va PNV emnpeacBouyv Ta ano-
teNéopata amo tnv Yuyxomaboloyia Tng acBevouc.
XopnynRbnkav ol TapaKATW VEUPOYUXOAOYIKEC
Sokipaoieg: ROCF(Rey-Osterrieth Complex Figure
Test), TMT (Trail Making Test), STROOP, Digit Span,
Visual Pattern, Sentence Span, Hooper, Tower of
London, Verbal Fluency, List Learning kat Logical
Memory (WAIS-III).

H xopriynon twv mapamdvw SoKIpaclwy avé-
Sei€av eN\eippata otnv mpoooyxn (18laitepa oTIg
oUVOEeTEC SpAOTNPIOTNTEC) KAl OTN AEKTIKN €pya-
(opevn pvAun. Emiong n ikavétnta udbnong kat n
amédoon tng o€ Sokiyacieg pvApng ftav cofapd
EMNPEAcUévVn, e€altiag KaknNg kwdikomoinong Kat
EYYPAPNG. AVTIOETA N OTTTIKOXWPLKH IKAVOTNTA KAl
Ol EKTEAEOTIKEC AelTOUpYieC dlatnpouvTav G€ PUOL-
OMNOYIKO mimedo.

Avriperomeon

H paviakn cupnmtwpatoloyia TNG acBevoug eNEY-
XOnke MARpw¢ ne TN ARYn 800 mg KoueTiamivng
NUEPNOiwG. Ad TNV AAAN, Kauia Beitiwon dev ma-
patnpendnke oTi¢ Statapaxég MVAMNG yla TIG OTTOIEC
mapamoviotav n acBevic mpiv tnv évapén Tou pavi-
aKou emnelcodiou.

Zu{rjtnon

H epgdvion cvpntwudtwyv and 1o KNX cuumept-
Aappavopévwy Kal Twv PuxXlatpikwy eKONAWOEWV
Sev eival omavia avdueoa otoug acBeveic e vooo
A-B (Neuro-Bechet).! Avagépovtal mepimTwosI¢ a-
o0evwyv mou avéntufav PuxwTtikd Kal pgaviakd (n
UTTOUAVIAKA) €TIEICOOIA KATA TN SIdPKELD TN TTOPEI-

ag TNG vooou. X& KAmoloug acBeveic ta emeloddla
QUTA EPPAVIOTNKAV OPKETA XPOVIA UETA TNV TTPWTN
ekbAwon kat Sidyvwon tn¢ vooou A-B,*° evw otn
MEloVOTNTA TWV acBevV Ta PUXWTIKA 1 Haviaka
CUMUTTTWHATA amoTEAECAV TNV TTPWTN EKOAAWGCN TNG
vooou A-B.”? TTi¢ mepIMTWOEC Twv aoBeviv TTov
avagépovtal otnv umdpyxouoa BiBAloypagia, ta
PUXWTIKA 1} HAVIOKA CUUTITWHATO €U@AvioTnKav
otou¢ aoBeveic katd TNV Tepiodo evepyric edaong
NG VOOOU, VW TAUTOXPOVA EUPAVIaV VEUPOAOY!L-
K onueloloyia Kat amelkovioTIKA eupripata og MRI
gyke@ahou.*>”® Emiong umdpyel n mepypa@r evog
TEPLOTATIKOU e ekOAAwON SIMOAIKAG Slatapaxng
o€ aoBevn pe v. A-B, xwpig va yivetal avagopd otnv
TTAPOUGIa VEUPOAOYIKWYV CUUTMTTWUATWY 1} VEUPO-
QTEIKOVIOTIKWV EUPNUATWV® Kal EVOC IEPIOTATIKOU
ME PUXWTIKA CUPTITWHATA Kal eupripata o SPECT
HEAETN TOU eyKe@Alov.’ Xe avTiBeon pe Ta mapamnd-
vw, gival evllagépov 0TI oTNV KAIVIKN TTEPITTWON
TTOU TTEPLYPAPOUUE N ACOEVNC EUPAVIOE PAVIAKO
€melood1o 13 xpovia PeTd TNV mpwtn Sldyvwon tng
vooou A-B, kal To omoio fitav {ekdBapa Stagopo-
TIOINUEVO ATIO TIC «VEUPO-PUXIATPIKESH EKONAWOELG
TTOU TTEPLYPAPOVTAL OXETIKA oUXVA 0 aoBeveiq e
vooo A-B."? Emiong To OUYKEKPIUEVO ETEIOOSIO -
@aviotnke o€ mepiodo KaTd TNV omoia n voooc A-B
Bplokdtav oe VEEON Kal XWPIC va CUVUTIAPXOUV
VEUPOAOYIKA gupApaTa i eupripata amndé tnv MRI
EYKEQANOUL.

S UYKEKPIPEVA VEUPOYPUXOAOYIKA EUPHHATA EXOUV
avagepBei og aoBeveic pe vooo A-B. Ta kUpla eupny-
pata mou €xouv oxetioBei pe tn v. A-B gival Sata-
PAXEG OTN UVAHN KAl TNV TTPOCOXH EVW 1N OTTTIKOXW-
pIKA IKavéTtnTa Seixvel va Siatnpeital>? Emiong oe
pla HEAETN UTTAPXEL CUCXETION VEUPOYUXOAOYIKWY
EMEPHATWY PE SlaTapaxéG AlHATWONG TOU EYKE-
@ahou og peNéTn pe SPECT.? Eivar mBavd Aowmodv
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Ol «VEUPO-PUXIATPIKES» SlaTtapayég o€ aoOeveic e
vooo A-B va oxeti(ovtal dpeca Pe Ta avapepOpeva
YVWOTIKA eEAAeippata. Mpdyuaty, n acbevig pag sixe
avanTuéel MapoOuoLeG SlaTapaxEg, TPV TNV EUPAVL-
on Tou paviakou emelcodiou, evw n veupoPuxoloy!t-
K €€étaon amokAAuYe eAAEiPpATA OTN PVAKN Kal
TNV mpoacoxn. Emiong n HEAETN AlHdTWONG TOU EYKE-
@dalou pe SPECT avédel€e cofapry umoalpdtwon
TOU aPIOTEPOU TIPOUETWTTIAIOU PAOIOU.
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Zupmépacpa

JupmEPACUATIKA Oa pmopoloape va TTOUE OTL
TEPA ATTO TIC YVWOTIKEC S1ATAPAXEC TTOU CUVAVTAE
ouxvd o€ aoBeveic pe véoo A-B kal cuppEeTOXA TOU
KNZ, poidlet mBavo n BAAPN tou KNI mmou mpoka-
Aeital amod tn vooo va cuvioTd To BloAoyikd undo-
TPWUA Yia TNV avanTtuén paviakwy emelcodiwv og
aoBeveic ue vooo A-B.
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Bechet'’s disease (BD) is a chronic, heterogeneous, multisystem disease that affects young males and
females around the Mediterranean region, as well as from Far and Middle East. Its etiology is vague
with vasculitis being its main pathological feature. International diagnostic criteria have been estab-
lished and they require the presence of recurrent oral ulcerations plus two of the following: Recurrent
genital ulceration, eye lesions, skin lesions and positive pathergy test. A significant number of pa-
tients with Bechet's disease suffers from symptoms from the central nervous system (CNS), while the
most common clinical symptoms are pyramidal signs, mental-behavioral changes, hemiparesis and
brain stem syndrome. The existence of mental-behavioral changes seems to be one of the most com-
mon findings in patients with Neuro-Bechet (N-BD). These changes seem to be related with memory
and attention deficits, and the process of deterioration continues even in attack-free periods, sug-
gesting a continuously active disease process in the CNS. The prevalence of anxiety, depression and
general psychiatric symptoms is higher among patients with BD compared to healthy individuals.
However, the association between psychiatric symptoms and BD is not clearly understood. On the
other hand, syndromes like psychosis or bipolar disorder appear to be less frequent, especially in
attack-free periods. We describe the case of a 52-year old woman with Bechet’s disease who devel-
oped a single manic episode 13 years after the onset of Bechet's disease. A 52-year old woman, suffer-
ing from Bechet’s disease since the age of 39, developed manic symptoms, namely elevated mood,
pressured speech, flight of ideas, distractibility and decreased need for sleep. The above symptoms
developed during a period that no other symptoms of Bechet's disease were present. Moreover there
was no other manifestation from the nervous system. A brain MRI was unremarkable, while a brain
SPECT study revealed severe hypoperfusion of the left prefrontal cortex. Neuropsychological exami-
nation revealed severe disturbance in attention, working memory and learning ability, while her vi-
suaspatial ability and executive functions were well spared. Her symptoms were well controlled after
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treated with quetiapine 800 mg. The manic episode developed in the absence of any neurological
manifestation (Neuro-Bechet), or other symptom of Bechet'’s disease, and was clearly distinguishable
from euphoria, disinhibition or irritability that are common in patients with Bechet’s disease. It looks
probable that CNS damage caused by the disease constitutes a biological substrate for the develop-
ment of manic episodes in patients suffering from Bechet'’s disease.

Key words: Bechet’s disease, manic episode, SPECT, neuropsychological impairment.
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