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g MNeplotatiko

[fuvaika 37 ETWV, EAANVLKNG KOTAYWYNG, LOLWT. UTIAAANAOG

18-22.10.2014: VOONA&iat 0€ LOLWTIKY) KALWVIKY Adyw cUyyuong, ELETWY,

ETUANTITIKWYV KPLOEWV

* MRI eykepaAou: TIOAAATIAEG ULKPO-LOYQLULKEG EOTIEG OTOV EYKEPAALKO AOLO, TNV
UTToPAOLWOT AEUKT oUCi, HETWTILALOU AooU

e ONIM: 20 wbc/ky, AeUkwHa, YAukO(N: Kb 2>

kedTpLa&ovn, acukoBipn, IV pawvuvtoivn

-




Kota t voanAeia:

* AEUKOKUTTApWON (YWpPig ToELkN Kokkiwo), avatpia (Hb 13 = g)
BpopBormevia : 85.000260.000, Alya oylotokUtTtapa , PT/aPTT/lvwdoyovo: kb

e ogofoapn vméptaon (ZAl>180 mm HQ)

° TaxEwg e&EAlooOpevn vedpLk) aveTrtapkela (Cr1.1 = 2.9 O 3NUEPES) 2
dlekopioOn og vePppoAoyikr] KALVIKT




4 ATOMLKO AVOAVNOTLKO

°* 2007: Evtw PaBel pAePikn OpopPwon Kal tvevpovikr PoAN, pe BeTika
QVTIoOWHOTO EVavTL KapdloAtrtiving IgM/IgG (unAoug Tithoug)

—> Sintrom emi{ e§dpnvo Kot PeTd SlakoT)

® 2011: TomoBetnon evOepdTwY CIALKOVNG LOCTWY

* 4/2013: Emelo0610 ducapOpiag/adaociog EKTIOMTING
= MRI eykedpdhou: pikpoioyatptkn eykeparomndbela
- aCL IgG/IgM (++), opoluywtioct MTHFR. Aowtdg avoooloyikdg/Eeyyog BpopBodiiiag (-).

Ouokuoteivn=Kd

- 2Uotaon yio Arjn tb Salospir 100 mg xa, tb Filicine 5 mg 1x1 (6ev ta €éAafe)




NedbpoAoyikn KALVIKNY

22-25.10.2014: EMLPBAPUVOT] KALVIKTIG EIKOVOG

e adaoia EKTIOUTING, TTUPAULOLKT) cuVOpOouN AP

e egmOElVWON VEDPLKNG AELTOUpYLaG —> IV heparin
® QEPLOMETPLKN) ETILOEIVWON

e Triplex kapdlag: Libman - Sacks evookapditioa

26.10.2014: VEUPOAOYLKT) eTLOEivwon (GCS: 6/15) = dlaocwAnvwon > MEO




/
ATIELKOVIOTIKEC EEETAOELC

o CT eykedalou:

o LoyoLLkn aAAoilwon 6& Bpeypatikou AoBou

o CT Qwpaka:

o Slayutec BpoyxokueALdkoU TUTIOU AAAOLWOELC,
e TTAEUPLTIKA CUAAOYN ApdW

o A/A: Nolpwén vs. Nvevpovitida Zuotnuatikov NooAuatoc)




/
OepamMEUTLKOL XELPLOULOL

e OAwyo/avoupla-Zuvedplec atpokadbaponc
* TIOA/AQ QVTLULKPOPLOKA oXApaTo
* |V prezolon 1 mg/kg BZ

* 5nuepo oxnua pe IVIG (2 gr/kg 2B og 5 nuépec)

* Adaipeon evBepatwVv OALKOVNG Adyw umoiag kaBuotepnuévng mupoSotnong tou
ovTldWoPoALTLOLKOU cUVEPOUOU

Xwpic BeAtiwon




e

ExkBoon

e 5 ouvedpleg mMAaopadaipeong (Cr 7.2 Kal avoupia otnyv Evapén )
- Beapatikn BeAtiwon petd v 2" cuvedpia

o BeAtiwon TIHWYV VEPPLKTIG AELTOUPYIOG

* OLOKOTIN TWV CUVESPLWYV alpoKaBapong

° QTMOCWANVWON




2Uvouyn

* Neapr yuvaika pe totoptkd DVT/PE kal aPL(+)

e O&eia vEUPOAOYLKT] ONELOAOYIAL :
* MIKPOIOYALULKEG AANOLWOELG EYKEPAAOU OTLG OTIO(EG TIPOOTEDNKE
e EykedaAiko epdpakTo evtog 1 OOUAOOG KAl UTIO AVTLTINKTLKA OyWyT)
* Mn e1dikd evprjpota ONIT

e Avalpia, OpouBormevia, coPapr utEptaon, TayEws EEEALCCOUEVT O&ELQ
VEDPLKT] AVETIAPKELQ

* AVOTIVEUOTLKT] QVETIAPKELO KOL NYAVIKOG QEPLOUOG

e Evdokapditioa Libman-Sacks




.

1)

AvaBswpnpéva kprtipla tagvopnong APS

KAwvika kpLanplo

>1 enelcodla aptnplaknc n dAePikng Bpopfwonc n
BpopPwonc Lkpwv ayyeiwv (amelkov.emiPePfaiwon)

Noonpotnta kunong
>3 ave&nynteg OLadoyIKEG EadVIKEG ATTOBOAEG TIpLY TNV
10" eBdoudda tng KUNONG

M

> 1 guBputkdg Bavatog petd 10" Bdopdda tng kUNoNg, U

duactloloyikr] EPPBPUIKT] LoOpDOAOYIO TEKUNPLWEVT) LE
U/S 1 latpodikaoTikr] e§€taon

1

> 1 TPOWPOG TOKETAG popPoloyikd vyLloug Bpedoug TipLv
atd tnv 34" efdoudda TnG kUnong e€autiog ekAapwiog 1

ocofBopng mpoekAappiag

1 KALVLKO KOl 1 EPYOOTNPLAKO KPLTY)PLO

Epyootnplakd kpLtrpLo

° =2 UETPJOELG

* >12 gfdopadegandotoon PETAEY TOUG
* AVTITINKTIKO TOU AUKOU:

e Aviyveuon oto mAdopa Bdoet SteBvwv
TPOTUTIWY

* AVTIOWHOTO KOPOLOALTTIVNG
* IgGn/kat IgM odtumog otov 0pd 1] To TAACHA

° € METPLOUG 1) LYMAOUG TiTAoUG
(Tty, > 40 GPL 1) MPL, 1] > 99th percentile)

* Me mpotutottotnpuevn peBodo ELISA
e Anti-B2 GPI

* lgGn/kat IgM otov opd 1] To MAGG U

° € PETPLOUG ) LYUNAOUG TiTAOUG

* Menpotumomnowmpévn peEBodo ELISA




Kataotpodpiko APS (CAPS)

* 0.9 % acBevwv pe APS

e [loANarAd BpopPwWTLKA ETELOOOLO OE LULKPO
XPOVLKO Slaotnua, o aoBevn Ue
avTldwWOoPOATLOLKA avVTLoWHATO

® Katalylotik OpopBwTtiki
MIKpoayyelonaBeia, mapd Opoppwon
LEYAAWV ayVELWV («ULKPOOYYELOTIOONTLKO
CAPS») (16%)

* Oavatog: 55% twv acBevwy

ZUXVOTEPEC EKONAWOELC:

* Nedpikn tpooBoAn

* Mvevpovikn epuBoAn

° AEE

°* OEM

* NekpwTlkéC Seppatikec PAAPEeC

° OpOoUBwWoN NTTOTKAC KoL EVIEPLKAC
KukAodoplog




a Katootpodtko APS (<1% aoBevwv pe APS)
Kpuipla tagivopnong

1. KAwikeg evdeiels ogelog ayyeLaknG
amoé@paing oe = 3 0pyava 1} CUCTHUATA * BEBawo CAPS:

- 4/4 kpunpLa

2. Ep@dvion cupmtopdtowv TauToxpova i

oc Suxotnua 1 eBdopasdoc :
* MOBavo CAPS:
-1,2&4

-1, 3 & 4 eudpavion 3oV
, , , , enewcodiov oe OSwotnua > 1
LKPWV ayYEIWV o€ TOVAd)LoTOV 1 Opyavo eBSopddac al\d < 1 pAva and Ta

MPONYOUHEVA, Tapd Th Xopnynon
ETAPKOUG AVTUTNKTLKAG aywyng

3. IotoAoykn emiBefaiwon amd@paeng

4. Epyaotnploaxn emieBaiwon
AVTLP®DO@POALTILILKWV AVTICWUATWOV

(LA 1/xat ACL v)/xat anti-B2GPI)




e Juyva aduvatn n totoloyikn enBeBaiwon amodpakTIKAC LLKPO-ayyELOTIABELAC AOYW KPLOLUNG
KALVIKAC KOTAOTOONG

* [1poOTOON QVTIKATAOTOONC TWV «LOTOAOYLKWV KPLTNPLwV» aro Tov anmoKAELGUO AAAwWV
Stayvwoewv’ [14th International Congress on aPL |




e

Awadopikn Atdyvwon
e AloyuTn evoayyelokn Mén

e OpopPorevia amd nmoapivn (HIT)

* >Uvopoua OpouBwTtikng MikpoayyelomaBeLag
e TTP

e HUS

® >UvOpouo HELLP [ ekAapia
e KakonrOng YnEptaon

* QoapupoakeuTtikyi OMA




4 Awaxutn evéayyeltakn mnén
o Emiktntn Slatapaxn tng Alpootaons

o pAEYUOVWOELC KUTTOPOKIVEC
* TIOPAYOVTIEC EVEPYOTIOLNONG TTNENG

* Otela kal xpovia popdn

* AUGCUEVNC TIPOYVWON

ToSwatuia
KakonBeLa
BoplEC KOKWOELC
NEKkpwon oTAGXVWV
MOILEUTIKEC ETULITAOKEC

Ave€EAeykTn evepyornoinon

2Uvépopo MoAvopyaviknc AVETIAPKELOLS

Kol armoppuduLon

TOU ouoTHHATOC ItNENC-LVwSOALONC

KatavaAwon atpomnetaAiwv
KOLL TP AYOVTWV TtNENC
+/-Olatapaxec WwdoAuvong

ALLLOPPOYLKEC EKONAWOELC




OpoppBomnevia ano nrapivn (HIT)

HIT 1

e 'Hma Opopormevia. 1-4 pEpeg amo tnv evapén g Bepameiag

e Mn avoooAoyikn aueon emidpaan tne Nopivng atnv EVEPYOTToinan
aUOTTETAA (WY

HIT 2 (0.5-2%)
e Baputepn OpouPormevia. EVIog 4-10 nuepwv ard tnv evapén tng Beparmeiag
* Avoagoldoyikng apyns evepyomnoinan aluonetadiwv-9pouBosuBolike emetoodio

* AVTIOWMOTO KOTA CUMTIAEYOTOG NTTOPIVNG — TIPAYOVTO OULMOTIETAALWY 4
(PF4)




C_, , .
2uvopoua OpoupBwtikne MikpooayyeltonaOeLac

1. Mwpoayyetomadntiki ottLOAUTIKA OVOLLpioL
2. QAuvoAewroupyia opyavwv ( Nedppoi, KNZ, TEZ)

NOLUWEELC * KakonBeleg e ETUTAOKEC
BaKTNPLOKEG Z'uurtaveiq KUNong
loyeveig (HIV, oykot , MpoekAapuia
CMV) ALLOTOAOYLKEC Exhapbio

- MUKNTLOOLKEG
(AoTtépy\og) * Kakonong
UTTEPTOLON

N

Syndromes of thrombotic microangiopathy.

* AUTOAVOOEC

naonoelg
2EN
YkAnpodepua
AvtipwodoAmidiko
ouvdpopo

N Engl J Med 2014, 371:654

ALotdOPETLKOL UTTOKELUEVOL LNXOVLIOMOL/KOLVEC KALVIKEC EKONAWOELC Kol LOTOAOYLKEC BAABEeC

BAAPn evéoBnAiov-Opopupot tvikng aptnpLloAiwv Ko TPLXOELO WV

* Metauooyxeuon
OLLLLOTTOLNTLKWV
KUTTAPWV N
CUUTIOY WV
opyAavwv




e

OpopBwTtikn OpopBornevikn noppupa (TTP)-
ALLOAUTLKO oupatpuiko cuvdpopo (HUS)

MukpoayyelornaBntikn allloAUTIKN avatuia pe cuvodo BpopBormevia-

oxnuatioud SpouBwv otnv pikpokukAopopia (aptnpibia kot TpLyoeldn)

KAWLKEG EkONAWOELG:
* Mwpoayyelomabntikn avatpio
* OpopBomnevia

* VEUPOAOYLIKEG SLatapaxeg (kupiwg TTP)

o vedpkn duoAettoupyia ( kupiwg HUS)




Category
Idiopathic TTP

Secondary TTP

Verotoxin-associated HUS
(usually accompanied by
diarrhea; D* HUS)

Atypical HUS

Clinical Features Mechanism
Coombs negative, without Autoimmune ADAMTS13

DIC or other conditions’ deficiency in a majority of
associated with secondary patients

TTP. Severe

renal failure is uncommon.

Associated conditions Mechanisms are mostly
include cancer, infection, unknown. ADAMTS13
hematopoietic stem cell deficiency is uncommon.

transplantation,
chemotherapy, specific drugs
such as cyclosporine,
guinine, ticlopidine.

Acute renal failure, often Endothelial damage by Shiga

oliguric, preceded by bloody toxin-producing Escherichia

diarrhea coli. ADAMTS13 deficiency is
extremely rare.

Acute renal failure, often Complement regulatory

oliguric, without a preceding protein deficiencies in at least

diarrheal illness. 50% of patients; ADAMTS13
deficiency is extremely rare.

Treatment

>80% respond to plasma
exchange. May benefit
from immunosuppression.

With occasional
exceptions, responses to
plasma exchange are
unlikely. Treatment and
prognosis are dictated by
the specific associated
conditions.

Usually self-limited though
extensive support
required. No demonstrated
efficacy of plasma
exchange.

No demonstrated efficacy
of plasma exchange,
except possibly for factor H
deficiency.




Kakondng Ynéptaon
e >oPoprjumeptaon (ZAM > 200 mmHg, AAI > 1200 mmHQ)

KAWVIKEG EKONAWOELG:
e MikpoayyeLoToONTIKN ALUOAUTIKY] avalLpia

e OdBaipol: oldnua otttk ONnArg, Loxatpio apdLBAnoTpoeldoug,
UTEPTAOLKN apdLBAnoTposldoTtdBELa

e Nedpol: o€eia vedpikri BAGRN

o KNZ: eykedaliko oldnua, ECTLOKT ONELOAOYIQ,
oUVOpOoHOo oTiioBLag avaoTpePLung eykeparonabetag— PRES)




e

2uvdpopo HELLP

e EmutAokn tou pAacpatoc Twyv dlatapaywy Tne
nposkAap lag-ekAapiog

° 10-20% twvV mepUTTWoewV cofapnc mpoekAappiog

* JuvnBwc < 32n efdopada kunonc, 25% otnv
Aoxela

* MBavoc pnxaviopog: BAaBn evéobniiov 2>
EVEPYOTIOLNON OLLLLOTIETAALWV




2uvépopo HELLP

H(hemolysis)

EL(Elevated Liver enzymes)
LP(Low Platelets)

Platelets <50,000/pL 50,000-100,000/uL 100,000-150,000/pL
AST or ALT >70 IU/L >70 IU/L >40 |U/L

LDH >600 IU/L >600 IU/L >600 IU/L

Incidence of

. 13% 8% No increased risk
bleeding




e

N

The Scientific World Journal

lotopko Ayyeia pe Ivwéoydvo | AlpoAutikig ZxLotoKUTTOpOL Opopuponevia Avtiowporta
Opoupwon ovartpio

CAPS PAPS/ZEA DDy K 1) AN +/- + + aPL
TTP Kq()m,(OT]eEla K / 7 ¢ + +4+ e anti-
HUS OPHOKA Hikpa Sl ADAMTS13
Awoppola
SISNN Eykupoouvn LLKP& +/- ++
Nolpwén ,
e KakorjBela Hikpa +l T
, UKp&/ugoou/ ) anti-
Hmtapivn ey + t heparinPF4

UKPO/ETOV/

/




Aladopikn Atayvwon

AQYPn Lotopikou

* Nolpwén, yaotpevtepitida, kakonBeLa
* Aywyn He nrapivn, aAAa pappoka

* AvOektikn) coBapr uTEpTAON

* Eykupoouvn

e MponyoUUEVO LOTOPLKO BpouBwTtikwy enelcodiwv/aPL




ErtumoAnc dAeBikn OpouBwon

Opoppomevia Low level of evidence (GRADE)

Xopeia

EMipuAKNG pUeAitda

BaABidomabela (Libman-Sacks)

e AlktuwTr teAidvwon Moderate level of evidence (GRADE)

* APS vedpomnaBela




Ve

Atadoplkn Alayvwon
EpyoloTtnpLOKEC EEETACELC

* Tev. aipatog (PLTs, avaipio)-Emiyplopa ° K“)\NEPV&EQ QPOTOG, KOTIPAVWY
nepLP. aipatog (oxLoToKUTTAPA) (onyoupia, Shiga-togivn)

* LDH/xoAepuB/amtoodp/Coombs/

* Metpnon 6paoctikotntag ADAMTSa3 (<5
* PT/APTT/ivwooyovo/D-dimers %:TTP)

o anti-HPF4 (HIT)

* 'EAeyxog vedpLkng Aettoupyiog
e Creatinine >2 mg/dl untiep HUS, CAPS, ) * Avoooloyikog: ANA, anti-DNA, anti-Sm,
Kokor}Boug UTIEPTAOTG anti-RNP, C3/4

e aPL (LA, aCL IgG/IgM, aB2GPIlIgG/IgM)

* OpOAOYLIKEG EEETAOELG YLoL GUDIAN
(PevdobeTikeg avTidpATELS)

* Hmatka evQupa (HELLP)

MNapdatacn aPTT povo -YMNOWIA TIA ANTIMHKTIKO TOY AYKOY




4 Aladoplkn Alayvwon

ATIELKOVLOTLKEC EEETAOELC

* RO Bwpaxog > Doppler untepny. Kap8idg
« eKBAAOTNOELG
- evdokapditida Libman-Sacks

o CT1 MRI:
> EYKEDAAOU (YL LOYOLULKEG BAXPEG)
» Bwpakog (ylo veupovikn epBoAn) * BuBookdTmnomn: AToKAELOUAC
> KolAlag (yio ouvopopo Budd-Chiari) OLON O TOG OTITIKT)G ONAN G (kakonOn

UTIEPTOON)

* Triplex pAePwV KATW AKPpWV




Mayvntikn Eykedpalov oto APS

o Kevotomwdn (lacunar) éndpoakta v tw Badet
AEUKNAC ovoiog

* OAowwdn Epdpakta oTnNV MEPLOXN TG HEONG
eykepaAlkAC apTnpiog

* Audotepomievpa Epdpakta oplakng lwvng

* BAdBec mpooOwv Baoikwv yoyyAiwv

Kaichi'Y, Am J Neuroradiol. 2014,;35:100-5




lotoAoyikéc e€staoelc oto CAPS

Blioyia LoTwv Kat opyavwv:
* MikpoBpopBol pe ePLEXOUEVO
NMAOUGCLO O€ VLKN

® XWPELC EUPNUOTA TIEPLAYYELAKNAC
dAeypovng N ayyetitdag (un
$Aeypovwdng BpouBwon)




NedppomaOeiax tov APS

> 1 amo TG mopoKATw LoT. BAABEC

*OpoppwTtikn pkpoayyetontabeia (oeia BAABN)
*lvwdnc umtepmAacio ToU E0W XLITWVa
*Opyavoupevol Bpoufol pe emavacnpayyormnoinon
*ATtoppaén apTNPLWV Kol apTtNPELOALWY ATtO WVIKN

*Ectiakn pAotikn atpodia

lvwdng unepmAaoia Tov €ow XITwva

™

Nochy D et al, Am. Soc. Nephrol 1999 (primary APS)

Daugas E et al, ] Am Soc Nephrol 2002 (SLE/APS)

Tektonidou M, et al. Arthritis Rheum 2004 (SLE/APS. SLE/aPL+)
Tektonidou M, et al. ] Rheumatology 2008 (PAPS, SLE/APS, CAPS)

_ XPOvLeG BAAPeg

. L8y o S
e 5 -~ e
R e L SO '’ 2 ~

g

Eotiakn dAotikn atpodia



http://jasn.asnjournals.org/content/10/3/507/F11.large.jpg
http://jasn.asnjournals.org/content/10/3/507/F11.large.jpg

e

AAyopLOuoc

KAwikr} urtoyia CAPS

OEPATIEVTIKT) AVTLLETWTILON

avrtpst(bmcr]g CAPS (22 SlayvVwoTIK& KpLTrpLaL) — EKAUTIKOU TtapayovTa (Try

Aoipwén)

!

o <

Katdotaon amelAntiky yia T (wi; — N
al

!

!

AvTITINKTIKY] aywyn HE IV nrapivn +
YUnAEG SOOELG KOPTIKOOTEPOELOWV

Vv

!

KAwikn BeAtiwon

I
Noat

|

Meilwon otepoetdwv
ATt TOU OTOUOTOG AVTITINKTIKA

AVTITINKTLKY] aywyn HE nrapivn +

YUnAEG OO0ELG KOPTIKOOTEPOELOWV +
IVIG r)/kat rr}\aclmocd)aipscn
v
Now — KAwvikr) BeAtiwon
Oxu
Oxu v
MpooBnkn:
KukAopwaodauidon (emi ZEA)
Rituximab (srsi coBapri GpopIBone.v[aq).
+/- TIPOOTAKUKALVT, lvWOOoAUTIKA, defibrotide




Arthritis Rheum. 2012 Aug;64(8):2719-23

Y 4
N EOTE pa Induction of sustained remission in recurrent catastrophic

antiphospholipid syndrome via inhibition of terminal complement with

5850 }J.E,V(X eculizumab

N Engl J Med 2010; 362:1744-1745
Eculizumab and Renal Transplantation in a Patient with CAPS

Eculizumab:
AvVOooUVOUOOUEVO £E0VOPWTILOUEVO LOVOKAWVIKO OVTIOWHA TIOU OEGUEVEL TOV Ttapayovta Cx
gepmodifovrag tn petatporr) Tov o€ Cga kat Cgb

BiBAloypadikeg avadopeg:
* Erituyrig mpooBnkn oe CAPS avBekTtiko oTig AAeg Bepareieg
* MpoAnym vrtotpomnrig CAPS peta amo petapooyevon vedppou

* TuOoQLOTIOLNUEVT KALVIKT) LEAETT) UTIO €EEALEN




Kataotpodpiko APS

o AmelAntiko yia tn (wn

* ZWTLKNC onuaoiac n KAWL vtoyia, erPBefaiwon

o Avaykaia n dtadoptkn SLAYVWOoN-amoKAELOUOC AAAWY KATOOTACE WV

* Eykatpn kot SOKLUN AVILUETWTILON




