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EZETAZH 14/03 24/03 ‘E€odoc | 09/05 Ewoaywyn | 21/05, E€oSog amd

Elcaywyn KEM | amd KEN oc EN EN
AEUKA/K.X. 14800 10500 7800 8590
MNoAupop/mtbpnva % 85.9 75.3 62.8 66.6
Aspdokitapa % 8.7 13.9 20.9 16.3
Movokuttapa % 4.8 7.9 8.3 5.8
Baoeodiha % 0.3 05 09 0.6
Hwowodna % <03 24 7.1 10,
TKE = 5 =wie] 120  ——
INR 1.08 3.08 5.45 234
Glucose 399 286 92 134
Urea 50 42 88 154 o4 ’
Creatinine < 125 1.18 1.9 3.37 * Tpl"AachGUOQ KPEATIVLVING
Na 6.38 140 135 135 y y

EVTOC OlUnvou
K 6.38 4.64 6.46 5.15
r 1 4 1 4

e x ¥ T o Mtwon awgatokpitn Katd 8%
SGOT 38 1 18 i ! ~
) > 2 L o * HwowogAla eykateotnpevn
ALP 86 65 76
o 56 = L EVTOC OlNvou
T Bil 0.34 0.45
Cholesterol 214
Triglycerides 227
HDL 39
LDL 130
UA 9.4
LDH 332 244 186 198
cK 42 6 28 21
CKMB 31 19 13 23
Ca 9.54 9.1 9.06
p 4.28 3.24 4.02
Mg 2.23 2.03 2.06
S. Amylase 28 40 32
CRP 2.8 3.7 0.9
Tropon 116.0 15.05 25.35 11




TAtyyoc

* MepLpepikng attioAoyiac:
“*KaAonbng mapo&uopikog iAtyyog BEcewg
“*AlBoucaia veupwvitidoa
“*Noococ¢ Tou Meniere

« Keviplkng attioAoyiag
* AYYEIOKO EYKEPAAIKO ETTEICOOLO (IOXALUIKO N AlHOPPAYLKO)
“'OyKOLl KEVIPIKOU VEUPLKOU CUCTAHATOG, OTTWG AKOUOTIKO VEUPIVWHA
“*MoAAamAn ockAnpuvon
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» MIKpoayyYelOTTADELEC

o MIKpoayyYEIOTABEIEG CUVOOEUOUEVEG HE HAKPOAYYEIOTIABELA (ETIITAOKEG
ocakxapwooug dlaBntn)

o OpouBwTIKA PIKpoayyEloTTABELa E]T(JOGUVC( Kuavd
» HUS ’ ’
> TTP OAKTUAQ KATW
» DIC ’

o AYYEUTIOEC HIKpWY Kal Hecaiwy ayyeiwv C[KpQ)V

> ANCA OeTiIKEG
> ANCA apvnTikEg
o Amo@paktikni OpopBoayyeitida (Buerger’s disease)
« Kataotdaoelg UmEPTTNKTIKOTNTAG
o KAnpovoplkeEg
o NeomAdoieg
o MugAoUmepmAacTikKa cuvopopa
o APS
o PNH
o HIT
« EpBoAlkn vooog
o ©popBoc (kapdid, aoptn, artery to artery)
o MuEwpatwoeg UAIKO (HUEWHA aploTePoU KOATIOU)
o Baktnplakn kat pn Baktnplakn 6pouBwtikn evdokapditida
o ABNPWHATWOEC UAIKO (XELPIOHOL OTO ayYElo, OKLAYPAPIKO, AVIITTNKTIKA)




2Uvopoud
OpouBWTIKNG
HIKpOayYEloTTabelag



Primary Thrombotic Microangiopathy (TMA) Syndromes.*

Name
Hereditary disorders

ADAMTS13 deficiency—
mediated TMA
(also called TTP)

Complement-mediated TMA

Metabolism-mediated TMA

Coagulation-mediated TMA

Acquired disorders

ADAMTS13 deficiency—
mediated TMA
(also called TTP)

Shiga toxin-mediated TMA
(also called ST-HUS)

Drug-mediated TMA
(immune reaction)

Drug-mediated TMA (toxic
dose-related reaction)

Complement-mediated TMA

Cause

Homozygous or compound
heterozygous ADAMTS13
mutations

Mutations in CFH, CFi, CFB, C3,
CD46, and other complement
genes causing uncontrolled
activation of the alternative

pathway of complement

Homozygous mutations in

MMACHC (encoding methyl-
malonic aciduria and homo-

cystinuria type C protein)

Homozygous mutations in
DGKE; mutations in PLG

and THBD also implicated

Autoantibody inhibition of
ADAMTS13 activity

Enteric infection with a Shiga
toxin—secreting strain of
Escherichia coli or Shigella
dysenteriae

Quinine and possibly other
drugs, with multiple cells

affected by drug-dependent

antibodies

Multiple potential mechanisms

(e.g., VEGF inhibition)

Antibody inhibition of comple-

ment factor H activity

Clinical Features

Initial presentation is typically in children but
may also be in adults; possible evidence of
ischemic organ injury; acute kidney injury
is uncommon; patients with heterozygous
mutations are asymptomatic.

Initial presentation is often in children but
may also be in adults; acute kidney injury is
common; patients with heterozygous
mutations may be symptomatic.

Initial presentation is typically in children
<1 year of age; also reported in one young
adult with hypertension and acute kidney
injury.

Initial presentation with acute kidney injury
is typically in children <1 year of age with
DGKE mutations; clinical features of dis-
orders associated with other mutations
have not been described.

Initial presentation is uncommon in children;
often presents with evidence of ischemic
organ injury; acute kidney injury is
uncommon.

Initial presentation is more common in young
children, typically with acute kidney injury;
most cases are sporadic; large outbreaks
also occur.

Initial presentation is a sudden onset of
severe systemic symptoms with anuric
acute kidney injury.

Gradual onset of renal failure occurs over
weeks or months.

Initial presentation is acute kidney injury in
children or adults.

Syndromes of thrombotic microangiopathy, N EnglJ Med 2014:371:64-66

Initial Management

Plasma infusion

Plasma infusion or
exchange, anti-
complement agent

Vitamin B,,, betaine,
folinic acid

Plasma infusion

Plasma exchange,
immunosuppression

Supportive care

Removal of drug,
supportive care

Removal of drug,
supportive care

Plasma exchange,
immunosuppression,
anticomplement agent

2Uvopopa
OpouBwTIKNG
HIKpoayyelomadelag

KALVIKA XapaKTNPLOTIKA:
AlJOAUTIKN avatpia
OpopBoKutTapomEvia
BAaBn opyavwy




EZETAZH

14/03
Ewoaywyn KEN

24/03 ‘E€obog
amo KEN

09/05 Eloaywyr
oe EMN

21/05,
EN

E€obog amod

AeUKQ/K.X.

14800

10500

7800

8590

MoAuvpop/mupnva %

85.9

75.3

62.8

66.6

Aepdokutrapa %

8.7

13.9

20.9

16.3

MovokUTttapa %

4.8

7.9

8.3

5.8

Baoeodpiha %

0.3

0.5

0.9

0.6

Hwowodha %

0.3

2.4

Ziadl

10.7

TKE

120

120

INR

1.08

3.08

5.45

2.34

Glucose

399

286

92

134

Urea

50

42

88

154

Creatinine

1.25

1.18

1.9

3.37

Na

6.38

140

135

K

6.38

4.64

5.15

T. Prot

T,

7.1

Alb

3.8

3.7

SGOT

41

17

SGPT

11

15

ALP

86

vGT

76

39—

T Bil

Cholesterol

Triglycerides

HDL

LDL

UA

LDH

CK

CKMB

Ca

P

Mg

S. Amylase

CRP

Tropon

Juvopoua
OpouBwWTIKNG
HIKpoayyelomadelag

YTAapxouv OTOIXEld AlPOAUCNG GTO
ETMIXPLOPA TTEPWPEPIKOU AlPATOC???
Ymapxel OpopBokuttapomevia???
2TOIXELA AlPOAUCNC ATTO TN YEVIKN
aipartog???




Events that initiate DIC

Septicemia-Gram negative and Gram positive
Crush injury or complicated surgery

Severe head injury

4
; , Alaxutn
ancer procoagulant (Trousseau’s syndrome)
Acute leukemia, especially promyelocytic £v6 GYY E la K ﬁ

Complications of pregnancy
Amniotic Fluid embolism -I-I- 4 g
Abruptio placentae n n
HELLP syndrome
Eclampsia and severe preeclampsia
Septic abortion

Amphetamine overdose

Giant hemangioma (Kasabach-Merritt syndrome)

Abdominal aortic aneurysm

Peritoneovenous shunt

Acute hemolytic transfusion reaction (ABO incompatibility)

Paroxysmal nocturnal hemoglobinuria

Snake and viper venoms

Liver disease
Fulminant hepatic failure
Reperfusion after liver transplantation

Heat stroke

Burns

Purpura fulminans

Events that complicate and propagate DIC
Shock

Complement pathway activation




e Acute DIC vs Chronic DIC

Parameter
Platelet count
Prothrombin time

Activated partial
thromboplastin time

Thrombin time

Plasma fibrinogen

Plasma factor V

Plasma factor VIIi

Fibrin degradation products
D-dimer

Acute (decompensated) DIC | Chronic (compensated) DIC

Reduced
Prolonged

Prolonged

Prolonged
Reduced
Reduced
Reduced
Elevated
Elevated

Variable

Normal
Normal

Normal

Normal-elevated

Normal
Normal
Elevated

Uptodate Graphic 63831

Alaxutr
EVOAYYELAKN

mnén




Alaxutn
Eupnparta: EV6C[YYE[C(KI"
o Kapkivikoi OiKTeC T[r’]gr‘

- CA125:66.8 (<35U/mL), CA15-3:24.4 (<31U/mL), AFP:2.06
(<15U/mL), CA 19-9:6.77(<37U/mL)

 Napataon tou PT kat aPTT
« INR:5,45

» AplBpo awpometaAiwy <100.000
* [lapoucia OXIOTOKUTTAPWY OTO TEPUPEPLKO aipa
e XapunAo tvwooyovo

* YynAa emimeda avtiBpopBivng Il n evepyotnta
mAacptvoyovou »60%



Ayyeutideg
HIKpPOU Kal
HECAlOU peyEBoUC
ayyeiwy



CHCC2012 name

CHCC2012 definition

CHCC2012 name

CHCC2012 definition

Large vessel vasculitis
(LVV)

Takayasu arteritis
K)

Giant cell arteritis
A)

Medium vessel

vasculitis (MVV)

Polyareritis nodosa

Kawasuki disease
KD)

Small vessel vasculitis
SVV)

s

ANCA-associatcd
vasculitis (AAV)

Microscopic
polyangiitis
(MPA)

Granulomatosis
with polyangiitis
(Wegener’s)
(GPA)

Vasculitis affecting large arteries more
often than other vasculitides. Large
arteries are the aorta and its major
branches. Any size artery may be
affected.

Arteritis, often granulomatous,
predominantly affecting the aorta and/or
its major branches. Onsct usually in
patients younger than 50 years.

Arteritis, often granulomatous, usually
affecting the aorta and/or its major
branches, with a predilection for the
branches of the carotid and vertebral
arteries. Often involves the temporal
artery. Onset usually in patients older
than 50 years and often associated with
polymyalgia theumatica.

Vasculitis predominantly affecting medium
arteries defined as the main visceral
arteries and their branches. Any size
artery may be affected. Inflammatory
aneurysms and stenoses are common.

Necrotizing arteritis of medium or small
arteries without glomerulonephritis or
vasculitis in arterioles, capillarics, or
venules, and not associated with
antincutrophil cytoplasmic antibodics
(ANCAS).

Arteritis associated with the
mucocutaneous lymph node syndrome
and predominantly affecting medium
and small artcrics. Coronary artcrics arc
often involved. Aorta and large arteries
may be involved. Usually occurs in
infants and young children.

Vasculitis predominantly affecting small
vessels, defined as small
intraparenchymal arteries, arterioles,
capillaries, and venules. Medium arteries
and vecins may be affected.

Neerotizing vasculitis, with few or no
immune deposits, predominantly
affecting small vessels (i.c., capillaries,
venules, arterioles, and small arteries),
associated with myeloperoxidase (MPO
ANCA or proteinase 3 (PR3) ANCA.
Not all paticnts have ANCA. Add a
prefix indicating ANCA reactivity, e.g..
MPO-ANCA, PR3-ANCA, ANCA-
negative.

Neerotizing vasculitis, with few or no
immune deposits, predominantly
affecting small vessels (i.c., capillaries,
venules, or arterioles). Necrotizing
arteritis involving small and medium
arteries may be present. Necrotizing
glomerulonephritis is very common.
Pulmonary capillaritis often occurs.
Granulomatous inflammation is absent.

Necrotizing granulomatous inflammation
usually involving the upper and lower
respiratory tract, and necrotizin,
vasculitis affecting predominantly small
to medium vessels (e.g., capillaries,
venules, arterioles, arteries and veins).
Necrotizing glomerulonephritis is

common.

Eosinophilic granulomatosis
with polyangiitis (Churg-
Strauss) (EGPA)

Immune complex
vasculitis

Anti—glomerular
basement membrane
(anti-GBM) disease

Cryoglobulinemic
vasculitis (CV)

IgA vasculitis
(Henoch-Schénlcin)
(TgAV)

Hypocomplementemic
urticarial vasculitis
(HUV) (anti-Clq

itis)

Variable vessel vasculitis

VVV)

Behget’s disease (BD)

Cogan’s syndrome (CS)

Eosinophil-rich and necrotizing
granulomatous inflammation often
involving the respiratory tract, and
necrotizing vasculitis predominantly
affecting small to medium vessels, and
associated with asthma and eosinophilia.
ANCA is more frequent when
glomerulonephritis is present.

WVasculitis with moderate to marked vessel
wall deposits of immunoglobulin and/or
complement components predominantly
affecting small vessels (i.e., capillaries.
venules, arterioles, and small arteries).
Glomerulonephritis is {requent.

WVasculitis affecting glomerular capillarics,
pulmonary capillaries, or both, with
GBM deposition of anti-GBM
autoantibodics. LLung involvement causcs
pulmonary hemorrhage, and renal
involvemeént causes glomerulonephritis
with necrosis and crescents.

Vasculitis with cryoglobulin immunc
deposits alfecting small vessels
(predominantly capillaries, venules, or
arterioles) and associated with scrum
cryoglobulins. Skin, glomeruli, and per
pheral nerves are often involved.

Vasculitis, with IgAl-dominant immune
deposits, affecting small vessels
(predominantly capillaries, venules, or
arterioles). Often involves skin and
gastrointcstinal tract, and frequently
causcs arthritis. Glomerulonephritis
indistinguishable from IgA nephropathy
may oceur.

Vascul accompanicd by urticaria and
hypocomplementemia affecting small
vessels (i.e., capillaries, venules, or
arterioles), and associated with anti-Clq
antibodics. Glomerulonephritis, arthritis,
obstructive pulmonary disease, and
ocular inflammation arc common.

WVasculitis with no predominant type of
vessel involved that can affect vessels of
any size (small, medium, and large) and
type (arteries, veins, and capillaries).

WVasculitis occurring in patients with
Behget’s discase that can affect arteries
or veins. Behget’s discase is
characterized by recurrent oral and/or
genital aphthous ulcers accompanicd by
cutancous, ocular, articular,
gastrointestinal, and/or central nervous
system inflammatory lesions. Small
vessel vasculitis, thromboangiitis,
thrombosis, arteritis, and arterial
aneurysms may Occur.

Vasculitis occurring in patients with
Cogan’s syndrome. Cogan’s syndrome
characterized by ocular inflammatory
lesions, including interstitial keratitis,
uveitis, and episcleritis, and inner ear
disease, including sensorineural hearing
loss and vestibular dysfunction.
Vasculitic manifestations may include
arteritis (affecting small, medium, or
large arteries), aortitis, aortic aneurysms,
and aortic and mitral valvulitis.

CHCC2012 name

CHCC2012 definition

CHCC2012 name

CHCC2012 definition

eUTIOEC PIKpOU
Kdl Jecalou
ueyeboucg ayyelwy

Single-organ ulitis in arteries or veins of any size in | Vasculitis associated with ulitis that is associated with and may

vasculitis (SOV)

a singlc organ that has no fcaturcs that
indicate that it is a limited expression of
a systemic vasculitis. The involved organ
and vessel type should be included in
the name (e.g., cutaneous small vessel
vasculitis, testicular arteri central
nervous system vasculitis). Vasculitis
distribution may be unifocal or
multifocal (diffuse) within an organ.
Some patients originally diagnosed as
having SOV will develop additional
disease manifestations that warrant
redefining the casc as one of the
systemic vasculitides (e.g., cutaneous
arteritis later becoming systemic
polyarteritis nodosa, ete.).

systemic disease

Vasculitis associated with
probable etiology

be sccondary to (causcd by) a systcmic
disease. The name (diagnosis) should
have a prefix term specifying the
systemic disease (e.g., rheumatoid

vasculitis, lupus vasculitis, etc.).

Vasculitis that is associated with a
probable specific ctiology. The name
(diagnosis) should have a prefix term
specifying the association (e.g.,
hydralazinc-associated microscop
polyangiitis, hepatitis B virus—associated
vasculitis, hepatitis C virus—associated
cryoglobulinemic vasculitis, etc.).




MpooBAAAEL KUPIWC:

« Aepua (mop@upd, KVIOWTIKO €avOnua,SIKTUWTN TEAIwWON, , ,
un%%opgla géqél%, yayypaiwva pngpqu(S(IKTUNDV) AYYE[[T[GEQ lepOU
* [epupeplka veupa (ToAAATAn povoveupitida mepoviaio, Kvnylaio, [
w?\%\;ll)o,pusoo KCFl)l KS‘ZpKldlKO vero) : g 3 . KAl |J€GC[’lOU
» FaotpevtePIKO cUoTNUA UEYEGOUQ AYYElWV
% Evteplkn oxawpia: pETAyeupatikou MEPLOPPAAIKOU TTOVOU

« Ne@poucg
% Ynéptaon: ayyelitida evOoAOBIAKWY VEQPLIKWY AYYEIWY.
% Xmelpapatovepitida

Epyaotnplakda eupnuata:
I\ (TV]

« OpopBokuttapwon

« Auénpevn TKE

« MIKPOOKOTTIKN alpgatoupia (amoucia n mapoucia
OTELPAPATOVEWPPLTIOAC

Alayvwon:
Blioyia déppatog n Blowia dEppatog HUOC



AyYEUTIOEC PHIKPOU

Kal Yecaiou
HEYEOOUC ayyelwy

IX€eTI(OPEVEG HE TN TTApousia | ZxeTI{OpeVEG pe ANCA
AVOCGOCUHTAEYHATWY

Asppatikn AEUKOKUTTAPOKAAOTIKNA KokKlwpatwon Wegener
ayyetitida (ayyetitida amo
utrepeuaicdnoia

Mop@upa Henoch-Schonlein Mikpookomikn moAuayyetitida

Kvidwtikn ayyetitida 20vdpopo Churg-Strauss

Kpuoocpaipivapia

« P-ANCA (-) c-ANCA(-)
Madnoeig cuveETIKOU LloToU o Kpuoocpcupivsg(-)
« ANA (-) ds DNA(-)




\[0)210)2
BUERGER



* Mn aBnpooKANPUVTIKI PAEYHOVWONG
vVOGOG

* Ayyelakn @Asypovn pe BpopBwWTIKEG
amo@PAgELG TwV HIKPOU Kal HEcAiou
Hey£Bouc ayyeiwv

KAlVIKa Kpltnpla

« HAkia<45

 [poo@ato N mMapov LOTOPLIKO KATVIOHATOG
* loxatpia twv dakTUuAwyY

« TUTKA gupnpata amo TNV ayysloypagia

Na pnv uTapxel aptnpPloCKANpUvon

Na pnv umdpxel eotia yia 6popBogpBoAIKn
vOo0o (avsupuopa)

JUPPETOXN PIKPWY AyYEiwV OTTWGE €ivat
TEPOVLAI0, KEPKIOIKN WAEVIA

Tunpatikn 8popBwon Kat TpRpata mou
@Agypaivouy ta omoid evaAdccovtal pe
(PUGLOAOYLKA

MapdanAgupn KukAowopia (corkscrew
collaterals)

Noococ Buerger




H duayvwon tibetal €€ amokAslopyou amo:
* MeplLpepikn aptnplomadela
« ©OpopBoeuBOAIKN VOGO

Noococ Buerger

Bloyia amapaitntn povo:

e HAkia >45

» JUPPETOXN PHEYAAOU PEYEBOUC ayyeiwy

» AuEnpEva avtikapOIoALTTIVIKA aVTIowWHaTa



» MIKpoayyelOTTADELEC
o MiKpoayyYElOTABEIEG CUVOOEUOUEVEG HE HAKPOAYYEIOTIABELA (ETIUTAOKEG

cakxapwdoug daBntn) En(béuva KUC[VC’I
o OpouBwTIKA PIKpoayyEloTTABELa " »

- Ll OOKTUAQ KATW

> DIC C[prv

o AYYEUTIOEC HIKpWV Kal peoaiwy ayyeiwv
> ANCA OeTiIKEG
> ANCA apvnTikEg
o Amo@paktikni OpopBoayyeitida (Buerger’s disease)
« Kataotaoelg umePTNKTIKOTNTAC
o KAnpovoplkeEg
o NeomAdoieg
o MugAoUmepmAacTIKA cUVOpoUa
o APS
o PNH
o HIT
« EpBoAkn vooog
o ©popBoc (kapdid, aoptn, artery to artery)
o MuEwpatwoeg UAIKO (HUEwHA aploTePoU KOATIOU)
o Baktnplakn kat pn Baktnplakn 6pouBwtikn evdokapditida
o ABNPWHATWOEC UAIKO (XELPIOHOL OTO ayYElo, OKLAYPAPIKO, AVIITTNKTIKA)




KAnpovouIKkn
OpopBoglAla



KAnpovoulkn
OpouBo@iAla

« Avtiotaon otnv evepyomolnuevn mpwteivn C/
nmapayovtag V Leiden

« MetaAAaén yovidiou G20210A tng mpoBpopBivng
« Avemapkela mpwteivng C kat S
« Avemapkela avtibpopBivng



YTEPTINKTIKOTNTA
TOU OXETI(ETAl PE
veoTmAdold



KAlVIKa onpeia:

« Ev tw Babel pAeBoBpouBwon YTePTN KTlKéTITECl
+ MetavaoTeuTikn emmoAng BpopBo@AeBitida TTOU GXETiZETGl HE
(Trousseau’s syndrome) A a
- VEOTTAAOLA

» OpopBwTtikn un Baktnplakn svookapditida
(Marantic endocarditis)

2uvnOelg TutoL veommAaciag mou mpodlabsTouy
O€ KATAOTACELG UTTEPTINKTIKOTNTAG

 ‘Oyol cupmmaywyv opyavoov (TaykpEatog,
EYKEPAAOU, TTAXEOC EVIEPOU, WOBNKWY,
mveupova)

» MugAoUTEpTTAAOTIKA VEOTTAAoHATA
« O&eia mpopueAOKUTTAPIKN Asuxatpia



MuegAoUTTEpTTAAOTIKA
2Uuvopoud



I6lomadng n aAnbng
ToAUKUTTapaipia

Xpovia pusAoyevng Asuxaipia
Idtomrabrig BpopBokuTTAPWON
MugAoivwon

ueAoUTTEPTTAAOTIKA
ocuvooud




AVTIPWOPOALTIOIKO
2UvVOpPOUO



KAWVIKEG EKONAWOELC:

* Ev tw Babst ¢pAeBobpopBwon - 32% AVTl(p(x)GCPONTTlélKé

« OpoBokuttapomevia - 22% G(JV@pOUO (APS)
o AlKTUWTN TEAlwoON - 20%

* EykepaAiko - 13%

» EmmoAng 6popBo@AcBitida - 9%

* Mveupovikn guBoAn - 9%

« Autopatn amoBoAn - 8%

* MapodIKO LIOXALUIKO EYKEPAALKO - 7%
« AlHoAUTIKN avatpia - 7%




AVTIPWOPOALTIOLIKO
Avtiowo@oAmdika avtiowpata (aPL) oUVOPOMO (APS)

« Avtiowpata evavtl tng kapotoAurivng (aCL)
 Avtiowparta yla tn Beta-2-glycoprotein-I
« AVTUTTNKTIKO TOU AUKou (LA)

» Avilowpata gvavtia otnv mpoBbpopBivn
« Avilowpata ylwa annexin V
« Avtiowpata yla pwo@atiduAocEpivn



Sapporo criteria (or Sydney criteria) for definite APS

« KAvIKa kpltipla

» Ayyelakn 6popBwon n omoia gp@avidetal we £va n mEPLoCOTEPA
EMELCOOLA PAEBIKAG, apTnNPLaKNG N BpOouBwon HIKPWY ayYEIwY HE
EMBEBALWPEVN, LOTOAOYLKA N ATIELKOVIOTIKA, BpOopBwon o€ 16To N
opyavo

» EmumAokég Kat voonpotnta otnv yKupoouvn. @avatog epBpuou > 10
€BOOUAOWY, OXNUATIOPEVOU (PUGLOAOYIKA 1 pia N TEPLOCOTEPES
TTPOWPES YEVVEC TIPLY TIG 34 €Bodpdadec AOyw ekAapyiac,
TPOEKAAUYIAC N AVETAPKELAC TOU TAAKOUVTA I TPEIC I TTEPLOCOTEPES
amoBoAEg <10 eBodpadwy Tou va pnv eEnyouvtal amo XPwWHOCOWHIKA
avwpaAia tng pnTépac n Tou TATEPA

« Epyactnplaka

» [Mapoucia avtipwo@oALTIOIKWY AVTICWHATWY o0& OUO 1} TEPLOCOTEPEC
HETPNOELG TTOU VA ATEXOUV TOUAAxXIoTov 12 eBAopAdeg kat Oxt
TIEPLOCOTEPO ATO 5 Xpovia amo TIG KAVIKEG EKONAWGCELG OTIWG opileTal
amo €va N MEPLOCOTEPA ATO TA TAPAKATW

» 1gG n IgM aCL o€ pétplo  uwnAo titAo (>40 GPL or MPL units or >99t
percentile for the testing laboratory)

» Antibodies to beta2-glycoprotein | IgG 1} IgM o€ TitAo >99t" percentile for
the testing laboratory)

* Lupus anticoagulant (LA)

AVTIPWOPOALTIOIKO
oUVOPOHO (APS)




Mapo&uopikn
VUKTEPLVI
algoogalptvoupla
(PNH)



KAWVIKN €lKOvVa
« AioBnpa komwong - 80%

« Alomvola - 64% 4
s Algoopaipivoupia - 62% napoguclerj
» KolAlako aAyog - 44% VU KTEPan
+ KataotoAn tou pUugAoU TwV 00TwV - 44% CllpOG(pGlprOUp(C(

¢ JTUTIKN OUCAslToupyia - 38%

s OwpPakiko aAyoc - 33% (PN H )
s ©OpouBwon - 16%

» Ne@plkn avemdapkela - 14%

Epyactnplakd supnipata

« Avauwia

» Auénpéva AEK

« >10mAdowa LDH

« Alpoopaipivoupia pe BeTiko stick yla aipa aAAd apvntiko i{npa yla epubpd
» Coombs (-)

« Emnpeacpévn nmatikn Bloxnueia

» Kuttapomevieg AOyw omAnvopeyaAiag

E€ctaon emAoync ya owayvwon: Flow cytometry including FLAER (usiwpéveg GPI-linked
p?oteinr; CD59,YEE)¥5) g : y 4 - (hetwopeveg




Emwouva Kuava
OAKTUAQ KATW
AKPWV

> ANCA apvnTikEG

« Kataotdaoelg UmEPTTNKTIKOTNTAC
o KAnpovoplkeEg
o NeomAdoieg
o MugAoUmepmAacTIiKA cUvOpopa
o APS
o PNH
o HIT
« EpBoAkn vooog
o ©popBoc (kapdid, aoptn, artery to artery)
o MUEwpPaTwoeg UAIKO (HUEWHA aploTePoU KOATIOU)
o Baktnplakni kat pn Baktnplakn 6pouBwtikn evdokapditida
o ABNPWHATWOEC UAIKO (XELPIOHOL OTO ayYElo, OKLAYPAPIKO, AVIITTNKTIKA)




OpouBoc




« Kapdia
. AplGTE%C')Q' KOATIOG: AF 1 pEUPATIKAG AlTIOAOYIaC OTEVWON TNG @ . B
HITPOELOOUC - 45% '
« Aplotepn KOlAia: pop Og
« Awatatiki puokapolomabela - 4%
» OpOopBOGC WG EMITAOKNA ATO EUPPAYHA TOU HUOKapdiou

 Aoptn
« ABNPOCKANPUVTIKN VOGOG TNG A0PTNG

» [lpoe€exouca MAAKa >4mm maxog, eEEAKwon (complex aortic
plaque)

1i

.
=
¥ e
— - - ) -
- -
- - % "
1 -

i P - —
2 . A e e T T L

Normal aorta 3 mm plague 7 mm plague




MuEwpatwoec UAIKO



* 50% twVv Kapdlakwv oyKoov HE TUTTIKN
EVTOTILON OTOV APLOTEPO KOATIO,

* £ULILOXOL, TTPOCKOAANHEVOL GTO MUE_.(DUC(

HECOKOATILKO Olagppaypa

KAWVIKN €lKOvVA:

« Kapdiayyelaka cupntwuata (otevwon
ULTPOELOOUC KAl UTIEPTPOYIa aploTEPOU
KOATIOU) - 67%

« JUCTNHATLKN €PBOAN - 29% e
* MNupetog, anwAsta Bapoug - 34%




Baktnplakn Kat
un Baktnplakn
evOOKapOlTIOa



Mapayovteg KivOuvou yila EPBOoAN

« APLOTEPO TUNHA TNG KAPOLAG

« MeydaAo péyeboc eKBAAGTNONG B(]K'[r]p[(]Kﬁ
evookapoitida




Zuvnon aita:

e [IpOXWPNUEVN KAPKIVWHATWON
« 2EA (Libmann- Sacks)

« AVvTLPWOPOALTIOIKO GUVOPOO
 Peupatosidng apbpitida

Mn Baktnplakn
(marantic)
evOokapoitida

« Eykaupata

2uvneng evtomiong epBoANg
« 2mANvVag

* Ne@pog

« Aépua

« Katw akpa



ABNPpwHATWOEC
UALIKO



Panel 1: Population at risk for atheroembolic renal disease

" EuBoAn amo
Olderthanage 60 years Kp UGTG)\?\OU g

White people 2
Hypertension XO)\HGTEPO)\HQ
Tobacco use
Diabetes mellitus
Atherosclerotic vascular disease

Ischaemic cardiac disease

Cerebrovascular disease

Abdominal aortic aneurysm
Spontaneous AERD (%) latrogenic AERD

Peripheral vascular disease _ ——
Allcauses  Angiography CVsurgery Anticoagulation

Ischaemic nephropathy (%) (%) (%) )

Fine 221 153 (69%) 68 (31%) 18%)  20(9%) 30 (14%)
Lyes 129  50(40%) 79 (60%) 3%)  7(5%) 17 (13%)
Thadhani® 52 0(0%) 52 (100%) 96%)  2(41%)  19(37%)
Belenfant™ 67 3 (4%) 64 (96%) 7 (85%) 24 (36%) 51 (76%)

Lancet 2010;375:1650-60

39(
55 (
50 (
57
Scolari? 354 83 (24%) 271(76%) 221(81%) 69 (25%) 108 (40%)

AERD=atheroembolic renal disease. CV=cardiovascular.

Table 1: Precipitating factors of atheroembolic renal disease

Lancet 2010;375:1650-60




Panel 2: Clinical manifestations of atheroembolic renal

disease

Kidney

« Severeuncontrolled hypertension
« Renalinfarction

i - —= = KpuoTAaAAouc
R T — WR XOANOTEPOANC

Gastrointestinal system

« Abdominal pain

+ Gastrointestinal bleeding

« Bowel ischaemia, infarction, and obstruction

« Pancreatitis, cholecystitis, and abnormal liver tests
« Splenicinfarcts

Heart
«  Myocardial ischaemia
+ Myocardial infarction

Central nervous system

« Transient ischaemic attacks
« Amaurosis fugax

« Altered mental status

« Cerebral infarction

+ Spinal cord infarction

Eye
+ Retinal emboli (Hollenhorst plaques)

Systemicsigns

« Fever

+  Weight loss

«  Malaise

+  Myalgia
Anorexia Lancet 2010;375:1650-60

Lancet 2010;375:1650-60



Panel 3: Diagnostic criteria for atheroembolic renal disease

1Patient at risk WonRP e ALy o : / <
Men olderthan 60 years : & N 4 : ElJ BOAn C[]TO
Longstanding hypertension W A LS Ty % 4
Tobacco use 43 o MR g/ Y ' : KpUGTGAAOUg
Diffuse atherosclerotic disease B - g ’ < .

2 Presence of classic triad i S ; _* : / XOAnGTE pOAng

+ Exposure to precipitating factor by 8 . R :

+ Acute or subacute renal failure
+ Peripheral signs of embolisations (eg, blue toe syndrome)

3 Gastrointestinal or neurological effects and eosinophilia s Bl e e
« Should raise the level of suspicion

4 Histological confirmation
+ Pathological specimens obtained from the kidney, skin, or

muscle

Skin biopsy sample

Simple, low-invasive procedure with high diagnostic yield
Tissue biopsy sample not necessary in presence of retinal
emboli

Tissue sample not needed in presence of classic triad
Renal biopsy is crucial to diagnosis of chronic forms of
atheroembolic renal disease

Lancet 2010;375:1650-60

Lancet 2010;375:1650-60

igure 1: Renal cholesterol crystal emboli




Emwouva Kuava
OAKTUAQ KATW
AKPWV

> ANCA apvnTIKEG

o APS

» EpBoAlkn vooocg
o OpopBog (kapdid, aoptn, artery to artery)
o MUEwpatwoeg UAIKO (PUEwHA aploTepoU KOATIOU)
o Baktnplakn kat pn Baktnplakn 6popBwtikn evookapditida

o ABNpwHATWOEG UAIKO (XELPIGHOL OTO AYYEIO, OKIAYPAPIKO,
AVTUTNKTIKA)




1. EpBoAn amo xoAnotepOAn

[MOavn diayvwon

2. APS

3. ANCA apvntikn ayyetitida

E€<taon eKAOYNC LOTOAOYIKN
emBeBaiwon pe Blowia veppou N
OEPUATOC



