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AEV VTTXPYEL EVYTKPOVEY] GVUPEPOVTWV
UE TIC TLXPAKXTW XOPNYOUC ETKLPELEC:

PFIZER, JANSSEN ONCOLOGY, SOFMEDICA,
NOVARTIS, ABBVIE, MSD, WINMEDICA,
GENESIS, ROCHE, TAKEDA, ASTELLAS,
AMGEN, ANGELINI, ANTIZEA, SERVIER,
BRISTOL-MYERS SQUIBB, ABBOTT, GILEAD,
SANDOZ, BIANEZ=, RONTIS, MAVROGENIS,
AENORASIS, SPECIFAR, KARYO



AvtidpwodpoAumidiko Zuvdépopo - OpLopog

= To avitidwodoAudiko cuvdopopo (AD2) eival pio
QUTOOVOGCHN VOOOC TIOU XOpaKTNPL(ETOL ATTO:

" aptnplokec kot pAeBLkec BpouBwoeLc Ko
* tapouoio avTlPwWoPOAUTTLOLKWY OVTLOWLATWV

= AloKpLVETOL OF:

* MpwTtomaBEC, otav Ogv uMtApPXEL AAAO OLUTOAVOCO
voonuo

= deutepomabdec, otav epdaviletal oto nAaioLo
AAANC avtoavoonc nadnong, Omwc 0 CUCTNMO-
TLKOC epuBnuatwédnc Avkoc (2.E.A.)



Kataotpodpiko AvtidwoPpoAutidiko
2uvdpopo (KADZ)
E Zrtavia popdn ADZ (<1%) pe peyaAn Bvnrotnta rou
xapoaktnpilletol amno:

= tayvtata smavolopBavoueveg OpouBwoeLg LKpwV
ayyeiwv n/kat

= urtotporitalovoec BpouBwoelg peyaAwV ayyELwY

* oAU P NAO TitAo AVTIOWOPOAUTTLO LKWV AVTIOWUATWV
[l TeAkO amoteAeoua:

" EKTETOUEVEC VEKPWOELC LOTWV — Yayypova

* TTOAUOPYOLVLKI LOXOLLLLOL KOl QVETTOPKELOL



lotopko tou KADZ

= Mepypadtnke to 1992 amo tov Asherson.

=] To European Forum on Antiphospholipid Antibodies
dnuwovupynoe to 2000 to Kevipo Kataypadnc ko
MeAetnc tou cuvopopou (CAPS Registry).

[l 2komocG: H dteukoAuvon tng MEAEINC KAl TNG KOAAU-
tepn¢ katavononc tou KADZ mou esivat SUOKOAN
AOYW TNC OTOVLOTNTAC TOU, HME OTOXO TNV EyKaLpNn

dlayvwon kat Beparmeia avtou.



NaBoyéveon KADZ

= O yevikol tpodlaBeoikol mapayoviec Kvduvou ylo
BpouPwon (katakAion, OuocAutdaiuia, OafnTng,
noxuoopKia, VEPPWOLKO CUVOPOUO, KANPOVOULKN
Bpoufodihia) bev daivetatl va mailouv poAo otn
YEVEON TOU CUVOPOLOU.

[ Elval akopn acadEC ylotl Kamolol acBeveilc mopou-
olwalouv umotporiialovoec OpopBwoel peYAAWV
ayyveiwyv, evw aAloL tayuvutata enavolopuBavopevec
BpouBwOoELS, KUPLWC ULKPWYV AYYVELWV.



NaBoyeveon KADZ

Qaivetal va eival mpwtonabne autoavoooc
kataotaon (40%), evw oto 60% twv acBevwv
dOLVETOL VO UTTOPYEL KATIOLO EKAUTIKO OLTLO
ntou mupodoTel TNV evapén tou KAD?Z.



NaBoyéveon KADZ

EKAYTIKA AITIA (CAPS-Registry-250 acOeveig)

= AyvwoTo 40%
= N\OLUWEELC 22%
= Tpavpa-snepuBaon 14%
= ALOKOTI QAVTUTNKTLKAC AYWYNC 7,2%
= Neomnlaola 6,8%
= MOLEUTIKEC ETILITAOKEC 4,6%
= Eapon 2.E.A. 3%

= AAMNO 5,5%



NaBoyeveon KADZ

51 Aveupiloketal oAU uPnAOC TitAoC avTiPpwodoATTLO LKWV
OQVTIOWHATWV.

[ 2uvodevetal cuxva amo Papla avtoavoon dlatapaxn,
onwc Opoppormevia  pLkpoayyeLomAONTLKA OLULOAUTLKN
avalLia.

E H vekpwon tTwv LoTwyv, Aoyw Twv TtoAamtAwv BpopuBw-
ocwv, odnyel oe ameAevBepwon HEYAAWV TTOCOTNTWV
KUTOKLVwV Kot TNF, tou mupodotel tnv eudavion tou
ouvOPOUOU CUOTNMUATIKNG PAeYpOVWOOUC amAvVTNONG
(SIRS) pe kUpla ekbnNAwon to oclvOpopo ofelac ava-
nvevotikne duoxepetac (ARDS).



= LOVOKUTTOPWV
= QULMOTIETOALWV



MnXOVIOHOG KUTTOPLKNC EVEPYOTTOLNONG

YUvdeon Tou cupmnAgypoatoc avtl-B2GPI/B2GPl og uro-
doxelc TnC erupavelac tov evdoOnAiou e amoteEAecuA:

E Metamtwon autwyv o€ MPoBpouPwTlkn-MipodAeyUO-
vwon Kataotoon.

[ MpokAnon oéeldbwtikou stress oe evdoBnALakA KUT-
Topa Kol povormupnva = avénon €kppaonc tou TF
OTNV ETMLPAVELO OLUTWV.

[ Avemopkela ofeldiwv tou alwTtou HE OamoTeEAEoua
ayyeLodLlooTOAN Kol avénon TNG CUCOWPEUONC TWV
aLponetaAiwv oto evéoBnALo.



Mnyxaviopoi dpaonc twv ADOA oto KADZ

2. AvaotoAn Twv puoLkwv avaoTtaAtwy TG mRéNg

= 0b60c¢ tnc npwteivne C

=

AVOIOTOAN TNC CUYKEVTIPWONC TOU OCUMUMAEYMATOC TNG
npwteivng C.

EAaTTwon tng evepyomoinong tng npwieivng C peow
TOU oupumnAeypatoc Bpoupivnc-8poppopoviovAivnd.

KataotoAn tnc dpaotikotntac tne npwrteivng C.

Yuvdeon pe toug apayovieg Va kat Vllla mou eivat ot
otoyxoL 6paonc tnc mpwteivng C, He ATMOTEAECUA TNV
POOCTOCLO TOUC ATIO TNV MPWTEOAUON.

Avénon tnc kabaponc tng npwteivne C.
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Mnyxaviopoi dpaonc twv AOA oto KADZ

= Avveéivn Ac
Ev duvapel avaotolEac tng mNéNg UE oxupn
OUYVEVELDL yLlO OpVNTIKA ¢GOPTLOUEVA TIPO-
BpouPwtika dwodoAmidla, onwe n dwoda-

tbulooepivn.

Ta AQA avaoteAAouv tTn dpaocn TNC.



Mnyxaviopoi dpaonc twv AOA oto KADZ

3. AvaotoAn wwdoAuong
Ta AQA:

= ovooteA\ouv tov t-PA (petatpormrn) TMAQOULVO-
yOvou O€ TTAaouivn)

= guvdeovtal pe tnv B,GPl kat avaoteA\ouv th
dpaon tn¢ (ocupmoapadywv Tou t-PA)
= avaoteAouv tn 6pacn tng Avveéivng A, (emt-

davelakoc vrtodoxeac tou t-PA mou SieukoAv-
veL tn 6paon tou)



Mnyxaviopoi dpaonc twv ADOA oto KADZ
4. Evepyomoincn ToU GUUITANPWLOTOC
= Noapaywyn C;p => EVEPYOTIOLNGCN OLLUOTIETAALWV
= Noapaywyn Cy, => EVEPYOTIOLNOCN LOVOKUTTAP WV
auénUeEVN payoKUTTAPWON
= MNapaywyn C.,, C;, = 1. avénon ekdpaong tou TF
gvepyomoinon tou VIl
gvepyomoilnon mNénc
2. evepyoroinon tou PAI-1

avaotoAn tn¢ wwdoAuvong
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KAWIKEC EKONAWOELC

AvOpec . 29,2%
TUVOLKEC . 70,8%
Meéeon nAkia . 37 +14 €tn

MNpwtonaBec AD: : 47,5%
e edadoc2.EAN. : 41%
riavia epdavitetal we de novo CAPS

Ot KAWLKEC eKONAWOELC E€opTwVTAL:

= Ao ta opyava rou tpocBailovrol
= ATO TNV €Kktaon Twv BpouPwoewv

= Ao tnv ekbnAwon SIRS



KAWVIKEC EKONAWOELG

[ Movog N aiocOnua ducaveéiac otnv KoALd
Odeiletol o OpOUPWTLKEC EMUTAOKEC OTNV
KOWALQL TTou adopouV VePPoUC, EVOOKPLVELC
adEVEC, oTIANVA, TIAYKPEDC, EVTEPO K.A.TT.

[ Inueia unmepoupLyopiog Aoyw mpocBoAng

Twv vedpwv (70%).



KAWVIKEC EKONAWOELG

= Avomnvola

OdelleTal o€ MVEVLOVLIKEC €MUITAOKEC omwc: ARDS,
TMIVEULIOVLKN €MPBOAN, alpoppayia, HkpoBpouPw-
O€Lg, oldnua.

E Imoopol, eykedpalonmdBela, anwAslo cuveidnong,

Kwpa (60%) Aoyw eykepaAlkwv eUdPAKTWY Ko
BpopPwoewv eykedaAlkwv PAePwV.



KAWVIKEC EKONAWOELG

1 Kapdlakeg emmAoKeG (55%): appubuieg, otnBayxn

—  Avenapkela BaABidwv (aoptng, Htpoetdbouc)
— Eudpoayua puokapdiov (25%)

[ AgpUATOAOYLKEC EKONAWGCELC

— E&avOnua
—  AlKTuwTn meAtbvwon
—  AEPUOATIKEC VEKPWOELC (66%)






KAWVIKEG EKONAWOELCG

] EmutAoKEC ano aAla opyava

" Eudpakta opxewv- " OpoUPwWTLKN TTAYKPEQ-
wWOoONKWV-UNTPOLC Titda

= NEkpwon npootatn = Pnén owoodayou, yya-

= Aonmtn xoAokuvotitida VTLOU TTETTTLKOU €EAKOUC

" Eudpokta puelov ootwv K.A.TT.
= [ayypoawo og Bpoppw-

OELC LEYOAWV QYYELWV
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SIRS: KAwikEC eEkONAWOELC —
Epyaoctnplakad evpnuato

Mupetoc > 38°C n unoBepuia < 36°C
Taxvkapdia (>90 odpuésic/min)
Taxurvola (>20 avarnvogc/min)
Yriokarnvia (PaCO, < 52 mmHg)
Aegvkormevia (WBC < 4.000/mm?3)
Aevkokuttapwon (WBC > 12.000/mm3)

AplLotepn otpodn



KAwiIKEC EKONAWGELC

2UMpETOXN opyavwy oto KADZ

Nedpol 71% | OAeB. BpopBwon 23%
[MveUOVEC 64% |2mAnvag 19%
KNZ 62% |Emwvedpibla 13%
Kapdla 51% |Aptnplokn BpouPwon 11%
Agppua 50% | Maykpeoc 8%
‘Hrtap 33% | ApdLBAnotposldng 7%
[QOTPEVIEPLKOC [MNZ 5%
owAnvac 25% MUENOC 4%




Antiphospholipid Syndrome

Livedo iculari

Normal Antiliphospholi drome




[=]] [=] [=] [=] S ii—

Epyaotnplakd svpnpota

ACA 1gG

WA

ANA
OpopBokutornevia
ACA IgM
ALLOAUTLKN avolLpia
2yLotokuTTOpa

Epy. Evupnuata AET
* xounAo wvwdoyovo
avénueva D-dimers, FDPs

83%
82%
66%
46%
38%
35%
16%
pAO



Epyaoctnplakd evpnupato

Mpwrteivec oelac paoelc:

[=]

Aloloyeital avénon >25% o oxeon UE TG aApXL-
KEC TLMEC KaTta T SLApKEL TNG PAEYUOVAC.

2uvnBwce adopa: CRP, A apuvloeldeg, pepptltivn,
TKE, mapayovtec ntnéng (VIN), wwdoAuvong, ma-
POYOVTEC CUUTTANPWHATOC.

Aev avéavovtal n tpavodepivn kat n aABoupuivn.



Epyaoctnplakd evpnupato

lotoAoylKA eupApaTaL:

Koata tov maBoAoyoavatoulko €Agy)O
TWV TIOOXOVIWV LOTWV KOl OpYyovwv,
avevuplokeTal elkova ofeioc OpouBw-
TIKNC MKPOAYYELOTTAOELOC.






Alayvwotika kprenpta KADZ

= BEBAIO KAQZzZ:

1° : MpooBoAn = 3 opyAvwv 1] CUCTNUATWV.

2° : Avarmtuén touv ouvdpouou o€ Alyotepo amo 1
eBoouada.

3° : MaBoAoyoavatoulkn entBefaiwon tng Bpop-
Pwong.

4° . Epyaotnplakn emtBefailwon tTnC mapouoiog
AQDA bdvo dopec og pecodlaotnua 6 fdopa-

dwv.



Alayvwotika kprenpta KADZ

MIOANO KADZ:

H nipooBoAn va adopa duo opyava.

H devutepn epyaotnplakn emBefaiwon twv AQA
va 1NV eivat duvartr Aoyw Bavatou tou aacBevouc.

Na pnv umapyet ntoBoloyoavatopukn enpefaiw-
on tng Bpoppwong.

H avamtuén tov ocuvdpOMOU va YLVETOL OE TIEPLO-
oo0tepPo armo 1 eBdopada kot pexpL 1 pnva.



Awadoplkn diayvwon

= HIT
= AEMN
E OPOMPBWTLKEC ULKPOOYYELOTIOOELEC:
— OpoupwTtikn BpopPornevikn nopdpupa (TTP)
—  OUPOLULKO atpoAuTLko cuvépopo (HUS)
— YUvépopo HELPP (atuoA. avatipic, ©poppore-
via, Tnmatikwy eviUpuwV) KaTa TNV EYyKUpoolvn



Awadopikn dtayvwon HIT-CAPS

HIT CAPS

MetpLa OpopPormevia + +
OpopBwoelc ToAAaAwV + +
opyavwv

lotoplko AnYnc nrapivne

ADA - +
Avti-PF4 ++ +/-




Awadopikn dtayvwon AEMN-KADZ

AEN KAD2

Mapoucia coBapou + -
VOO LOTOG

Alpoppayikn 6tabeon + i
lvwdoyovo ! !
D-dimers, FDPs 1 T

PT T (ofeia) | k..
APTT T (ofela) | T [LA(+)]




Awadopikn 6tayvwon CAPS, HUS, TTP

CAPS  HUS TTP

YoBapr BpopBonevia +/- ++ St
OXLOTOKUTTAPWON

APTT 1 +/- - ]
ADA S _ _
ADAMTS-13 K.Q. K.d. | {(<5%)
Evtepomaboyovo E. coli - + -
Mupetos - |+ | e
MpocPBoAn veppwv + +4++ +




= Mn eldkn




MpoduAaktikn Oeparmneia

Oepareia umtapyovoac Aolpweénc.

MMpocoxn oe acBeveic pe AQZ mou umoBaA-
AovToll 0€ XELPOUPYLKN EMEUBaON.

AvTtumnktikn aywyn ne LMWH og eykupoouvn
Kot Aoyelal.

Ye e€apon 2.E.A. xyopnynon LMWH, akopa Ko
av 6ev exeL mponynOet BpopBwon.



Mn €0kn Oepamneia

NoonAetla o M.E.O.
Mnyavikoc aeplopoc o ARDS
AlpodwAvaon, avtwneptootkd o O.N.A.

lvotpona ¢papuako oe Kopdlakn kappn

K.A.TT.



El6kn Bepaneia

E 1" ypoppn

—  AVTUTNKTLKA aywyn
= nrapivn (1500 1U) LV. Na 7-10 nuepec,
akoAouBel aywyn ue
= per 0S Koupapwika pe otoxo INR: 3

— Koptikootepoeldn
* 1-2 mg/kg B.Z. L.V. Tla 3 nuEPEC, akoAouBel
= per os aywyn 1 mg/kg B.2.



El6kn Bepaneia

E 27 ypappn
— MAaopadaipeon ywa 5 nUeEPEC.
— EvbodAeBLa eyyxvon yaupaopatpvwv (IVIG)
400 mg/kg BZ yia 5 nUEPEC.

O ouvbuaopoc nNmoaplvnc-KoPTIKOOTEPOELOWV-
nAaopadaipeonc e N xwplc IVIG dalvetal va
odnyeL o avappwaon To 78% Twv acbevwv.



Elbkn Oepaneia

3" ypappn

AoBeveic avOekTIKOlL OTILC TIPONYOUUEVEC BEPATIEVTLKEC
napeuBacelg avranokpiBnkav Beapatika otn xopnynon
— rituximab (avti-CD20 povoKAWVLIKO aviiowpa)

— eculizimab (povokAwviko avitiowpa evovtlt C5 kAad-
OMOTOC TOU CUMMTANPWHATOC).

MNepaltepw oTOLElOl €lval armapoiltnTa TPV KATOLo
amo Ta TopAnavw dappaka tponynbel tng KAaoot-
KNG Bepamelac: nmapivn-kopTikoeldn-mAacuodaipe-
on +/- IVIG.



Mpoyvwon

Kakn: Bvntotnta ~ 50%

Attia Bavatou

B eyKEDPAALKEC ETILITAOKEC

B KOPOLAKEC ETULITAOKEC

" AOLUWEELC

B TTOAUOPYOVLKI OVETIAPKELDL
= ARDS

B NTTOTLKN OVETIAPKELO KoL O€Elar KOLALOL



uvoypilovtacg... (1)

Ta eupnuoata rtov xapoaktnpilouv to KADZ sivad:

= OpouBwoelc pKpWV ayyeEiwv o acuvnOn opyava
(0pxelc, woBnkKecg, pNTpPa).

= Y{ynAn cuyvotnta ARDS.

% Kol\lako aAyoc Aoyw BpopBwoswv otnv KoLALa.

= [lpwiun amwAeLa cuveidnonc.

=  Epyaotnploka evpnuoto AEM (20%).

=  YPnAn ocuvyvointa ocuvdpopou HELPP oe eykupo-
VOUOEC.

= [ltwyn mpoyvwaon.



uvoypilovtacg... (2)
lotohoyika Tto KADZ Yapoktnpilletal omo ofeia
BpouBwTKN HIKpoayyeLoTtaBOELQ.

Avaykn A.A. amo AAAeC BpOoUPWTIKEC LULKPOOYYELO-
nabeLec.

H €ykatpn dtayvwon kat n emBetikn Bepameia eivol
KaBopLOTLKEC yLa TNV eTtBlwon touv acBevouc.

Oepareia eKAOYNC:
l.V. nTtapivn-Koptikootepoeldn-IG-mAaocpadaipeon

MpoAnmTika pETPa otouc acBeveic pe AP pmopetl
va tpoAappavouv tnv epdavion tov KA.
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