Mapouvciaon MEPLOTATIKOU

NeAayia Katowunpn
EmpeAntpla B’ EXY,
Movada Peupatoloyiog kot KAwikng AvocoAoyiag
A’ Navermotnpiokn MNadoAoywkny KAwikni
MINA «ATTIKO»
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MEPIZTATIKO

35 1wV KamvioTAC ue ZEA ammo 19 etwv:

> Apbpitida

» E¢avlnua xpuoahidag
» Epmupeto

» OpopPotevia £we 18000

ApXIKQ UTTO:
» Xau doan aamipivng,
» KOPTIKOOTEPOEIDN,

> UdPOLUXAWPOKIVN

AlEkoye aywyn = 2 €Tiag.
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[Mapouaiadel apBpalyiec, payiaAyia.

—> Aegia TAEUpITION

Oeparreia = MeBuAmpedvi{oAdvn 16mg X1

-> Eloaywyn eKTAKTWS AOY0 vauTia Kal KOIAIAaKO aAyoc.

AJE EgavBnua xpuoaAidag, ayyenTioikeg BAGBES aTig TTAAAWES Kal
OTn paylaia ETIQAVIA TWV OOKTUAWY TWV XEPIWV KAl TTODIWV.

Melwpevo avarmnvevotiko PBuplopa otn AE Baon.
ApBpitda Ae MAK kat Ae 3n¢-4nc MTO.
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Epyaotnplakoc EAeyxoc-1

Avolpio e LAKPOKUTTOPWON:
Hct=34,5 Hb=11,5
MCV=100,2 MCH=33,4
PLT=123.000

AMEZH COOMBS (+) IgG+/-

Aek=3%,
Anttoodatpivn Kb, XoAepuBpvn Ko,
2yLotokuttapa(-)

CRP=69,3(<5) pe mpoodeuTikn mMTwon
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Epyaotnplakoc EAeyxoc-2

CT ANQ KAI KATQ KOIAIAZ/CTA:

Opoupwon aplotepnc vedpkng GAERAC Kal evOoONTATLKNG LOLpOC NTTOTIKAG
aptnpiac. Mwkpn 6e€Ld umtelwKoTLK CUAAOYN).

CT SPIRAL OQPAKOzZ:
Mukpn T[Epl(])EpLKI’] TIUKVWTLKOU TUTIoU aAloiwon o€ emadn pe uTtelwKoTa OTO

010 peEoo mveupoviko Tebio (Eudpakto?).

2MNINOHPOTPAOHMA AIMATQZEQZ MNEYMONQN:
XaunAn vrtoyia MN.E.

TRIPLEX KAPAIAZ:
Acnpovtn moootnta neptkapdlakou vypou, pikpri MR &TR
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Epyaotnpiakog EAsyyoc-3

ANO2ZOAOTIKOz2z EAEMXO2

ANA 1/640,

Anti-dsDNA (-),
LA (+),

ACA 1gM=49iu, IgG=101iu,
B2GPI IgM > 122iu, B2GPI IgG=13iu.
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Mowa eivan n duayvwon;

1.MoANamtAec OpopPwoelg ) kataotpodko ZEA-ADZ;
2. Oeparnela;

- lv MP + LMWH
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AvtidpwoPpoAmidiko Zuvdépopo

Awayvwotika Kputrjpla APS?:

KAwwa kpttipuas:
* Yrnotpomialouoeg aptnpLakes i PAeBLKEC OpouPwoslg ry/ko
* Noonpotnta eyKupoouvng

Epyaoctnplakad kpuenpla (2 petpnostg >12eB6.):
o Méetplo/YPnAol tithot aCL (avti-kapdloAunivng) r/ko
e Méetpot/ YPnAot tithot B2GPI /kait
e [Mapouoia avtunktikov tou Avkou (LAC)

Oplotikn dtayvwon = 1 kKAWVIkO + 1 epyaoctnploko

Noonpotnta Eyvpoouvng:

>1 mpowpo TOKETO <341 €B6 (mpoekAapio/cofapn MAAKOUVTLAK AVETAPKELD) 1) = 1
aveényntot euBpuikoi Bavatot >10e86 kunon¢ (LopdoAoyikd LYLEC EUPpuo)
>3 SLadoyLkEC amoBoAég <10M gB6.

ATIOKAELOUOC OPLOVOAOYLKWYV, XPWHUOCWHLKWY KOL OVOTOMLKWY OVWUOALWY

1Miyakis S et al, ] Thromb Haemost 2006;4
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AvtidpwopoAutidiko Z0vdpouo:
Avaotpwpatwon Kivduvou yia OpouBwoelc:

Table 2 High- and low-risk serological features in patients
with antiphospholipid antibodies

High risk

LA positivity

Triple positivity (LA +aCL + anti-B2-GPI)

Isolated persistently positive aCL at medium-high titers®

Low risk

Isolated, intermittently positive aCL or anti-p2-GPI at low-medium titers

Navta npémneL va cuveKtLpoUvTal Kot AAAoL mopAyovTeG Kivéuvou:
2EN

Kanviopa

AvoAuudaipia

AY

Owotpoyova

NnhwnNE
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AvtidwoPoALtdIkO ZUVOPOMO: AVTIHETWILON-
OpouBwWOELC

Table 1 | Current treatment of patients with definite APS

Clinical manifestation Treatment Level of recommendation

AHREORbOGIE N
Venous thrombosis Oral anticoagulation therapy (INR 2.0-3.0) Based on two RCTs of limited guality and a

L ~ . ion-tol oral ;

(" )
Arterial thrombosis Oral anticoagulation therapy (INR 3.0-4.0) or Based on observational studies and one

LDA plus oral anticoagulation therapy (INR 2.0-3.0) or RCT of low quality

\ LDA alone Y,

4 - )
Triple aPL positivity Ensure a correct INR Mo studies available; based on clinical

judgement
g J

Noapdyovtecg kKivdUvVou yla alpoppayia:
e  HAwia>75

e Hy maAaldg atpoppayiog

* MoAuvdappakia

e Kokn ouppopdwon aoBevoug

e Koakonbela

Espinosa G and Cervera R, Nat.Rev.Rheumatol. 2015,;88
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AvtidpwodoAutidiko Z0vdpouo:
Mpwtonadnc Opoupo-npodpuAaén

e @opeicaPL Abs :

— AvTtlpetwriion Aomwy apayoviwy Kapdlayyeltokou Kivduvou

— LMWH o€ udnAou-kwvdUvou cuvOnRKeG (XELPOUPYLKEG EMEUPAOELG,
aklwvntomoinon, Aoxela Kok)

— Y{nAoU-kwvéUvou aPL Abs = LDA 16ka av cuvUTtapxouV Kapdlayyelakol
TIaPAYoVTEG Klvduvou

Mopeic aPL Abs udnAov kwvduvou (LAC, aCL, triple+) pe ZEA:
— HCQ + LDA (% Ztativn)
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4.

AvtipwoPoAmidIko ZUvOpomOo: ELOLKEC
Mepumtwoelg

1° enelo0610 PAeBik¢ YpouBwonc + xaunAou-kivéuvou aPL Abs —>
AVTLITNKTIKA aywyn ylo 3-6 LAVEC

Apvntikomoinon aPL Abs = Alakom avTnKTKAG ??? (2 HeEAETEC XwWPLC
ocupBapata oAl xwpic acBeveic pe aptnplakec BpouBwaoelg)

«Opoapvntiko» aPL (-) APS :

—  Emovalappavopevec petpnoelc aPL kol armokAELOpNOC AAAWY QULTLWV
BpouBodiAiag = sbka epyaotipLa yot « aAAa» aPL Abs

—  Oegparneia onwc aPL(+) APS

AVUOEKTIKEC MEPLMTTWOELC:
—  OpoppBwoselc: INR = INR>3 - AA\ayn o LMWH 1} 2+ LDA + HCQ + RTX

— Yrnotporualovoa voonpotnta eykupoouvng: LDA mpo cUAANYNG =2
LMWH Bepamnevutikiy 66on = + HCQ + low-dose steroids oto 1° tpipnvo

Rodriguez-Garcia J et al Ann Rheum Dis;2012:71
Espinosa G and Cervera R, Nat.Rev.Rheumatol. 2015;88

70 KPHTO-KYNPIAKO 2YMMNOZIO PEYMATOAOIIAZ
Kumpog 23 Oktwppiou — 25 OktwpBpiov 2015



AvtidpwopoArtidiko Zuvdpopo: ELbkEC MePUMTWOELC
Kataotpodiko Zuvdpopo AviipwaodpoAutidiwv

Tautoxpovn tpocBoAr =3 opyavwv

MpoaoBoAn evtog 1 efdopadac

aPL Abs +

Bx opydvou-otoxou =2 Anodppaln UKPWV oyyELWV

wNPRE

* [MupodOTIKOC aPAYWVY
— Nolpwén
— Amnooupon NS OVIUTNKTIKAC OyWYNC
— Xelpoupylkn emepBaocn

e ‘Evtovn avoooBeparmeia 6 Bonba, av koL xopnyouvtal:

1. Iv MP + anticoagulation
2. PLEX (> 5 ouvebplec)

3. IVIG

4. IvCY

5. RTX

6.

Eculizumab (terminal C component inhibitor)
Asherson RA et al, Lupus 2003;12

Kronbichler A et al Medicine;2014:93
Berman H et al, Autoimmun Rev.2013;12
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AvtipwoPoAumidiko Zuvdpopo: Edikec Mepumtwoelg

e Newtepo AVTLITNKTKA:

— AvootoAeic tng Opoppivne (Dabigatran — Pradaxa)

— AvaoTtoAeic Tou gvepyomolnpévou mapayovta X (rivaroxaban
(Xarelto®), Apixaban (Eliquis) and Edoxaban (Lixiana®)
e 26 006 umto NOACs kat follow-up 19mo:
— 1 unotponn (aptnplakni BpouBwaon)
— 2 aloppayLka eneloodla

— 1 unotpomnid{ovoa NUKPOVia

Avopévovtal anoteAéopata RCTs (RAPS etc) kaBwc Kal meploootepa

dedopéva yla tnv avaoctpodn TG aVTUINKTIKAC Touc dpdong oe
TEPUTTWOELC aLpoppaylac...

Noel N. et al, Autoimmun Rev.2015;14
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Multiple Thrombosis or Catastrophic SLE-APS?

35 yo smoker with SLE from age 19 (arthritis, malar rash, fever, thrombocytopenia (nadir 18K); on salospir,
steroids and plaquenil = discontinued = 2 years ago.

One week ago arthralgias, back pain = Pleuritis (R) = Medrol 16mg x1
Admitted with abdominal pain and nausea
P/E: Polyarthritis, malar rash, vasculitic lesions on palms and dorsal aspect of fingers/toes

CTPA = Pulmonary infarct RML,
CT/CTA abdomen: renal vein (L) and hepatic artery thrombosis.

ANA 1/640, Lupus antocoagulant positive, anti-2GPI IgM>122, ACA 1gG=101, ACA IgM =49
Platelets 123 K, mild non hemolytic anemia , no microangiopathy, U+Es normal.

IV-MP and LMWH

Questions:
1. Multiple thrombosis or catastrophic lupus-APS?
2. Management?
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